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FPAHYNEMATO3 BEFEHEPA (I'B) -

3aboneBaHne U3 rpynnol
CUCTEMHbIX BACKYyNUTOB, ONS
KOTOPOro XxapakTepHO pa3BuTue
rpaHynemMaTto3HOro BoCrnasjieHus
N HEKPOTU3NPYIOLLEro
BAaCKynMTa C Nopa>keHnem
BEePXHUX AbiXaTesibHbIX NyTeNn,
NErknx n novek




I'B oTHOCUTCA K CUCTEMHbIM
BAaCKyJ/iuTam C nNopa>xeHuem
COCyA 0B MeJIKoro Kanmbpa
nypnypa [eHoxa,
MI/IKpOCKOI'II/IL-IeCKVIVI NOJINAHT NIT,
cuHppom Hepmka-Ctpocca,

acceHUnarnbHbI KPUOrnoobynnH-
EMUNYECKNIN BACKYJINT,

KO>XXHbIN NENKOLMTOKNACTUYECKNN
BACKYNMUT




ANUaoeMvosiorus

e Bniepsble 3aboneBaHne onnucaHo
B 1931r. H.Klinger
n 193or. F. Wegener

¢ /ICTUHHBIX OaHHbIX O PACNPOCTPAHEHHOCTN |
[ B HeT,
4 (0,7-8,5) Ha 1MNH. HaceneHuns

e BospacT 60/bHbIX OT 5 o0 78 neT
(B cpegHem 41-45 nert),
mnagwe 18 net -16%

o My>XUYNHbI N XXEHLLMHbI
6onerT OANHAKOBO 4YacTo

e 97% - eBponeongHas paca




Stuonorva B

®* He BbisABEHbI crieunduyeckme
areHTbl, CNOCOOHbIE BbI3BaTb
rpaHynemMaTo3Hoe BocnasneHune.

e [lpegnonaratoT Hann4dune Ar,
n3Ha4vanbHO PNKCNPOBAHHOIO
B ObIXaTeNbHbIX NYyTAX NN
NPOHUKAIOLLErO YEePES HUX,
TaK Kak NpenmMyLleCcTBEHHO
nopa)karoTcsl BEPXHUE U HUXKHNE
ObiXaTenbHble NyTu.




[eHeTn4yecKmne acneKTbl

e Ar HLA-B7, B8, DR2,
reH PRTN3 - ayToAr
BereHepa

e [1pn pepektax reHa PRTN3
Pa3BMBAETCS BPOXXOAEHHAS

dopma 3abonesaHuns (80%

naumMeHToB ymMmnparoT

B Bo3pacTe Ao 1 roga).




NMaTtoreHes

e B ocHoBe [ B nexxat HapyLueHnS
KNETOYHOIro 1 rymopasnbHOro
NMMMYHUTETA.

o OopmMmupoBaHmne rpaHynem
CBA3bIBAIOT C peakumen [ 3T,
BCNeacTBMe B3aMMOOENCTBUS
ChO4+ T-numdounToB
N Makpomaros ¢ aHTUrEHOM. Wy




e [laToreHeTu4yeckumn pakrtop 3aboneBaHus -
aHTuTena K uutonnasme Hentpodunos (AHLUA,
ANCA ), HO NpuYnHa nx NOSIBNEHNST HEACHA.

e [pun I'B AHLIA BbIpabaTtbiBaloTCS
K npoTtea3e-3 (Mneno6nacTtuny).
[MpepgnonaratoT, 4TO NPU BUPYCHbIX NN
OaKkTepuanbHbIX MHAEKUMAX Ha
HEeUTpOMWUII N 3HAOTENNANbHbIE
KneTku gencteytotr PHOa n UJI-1,
npoTteasa-3 NepeMeELLAETCH
K MembpaHe, rae n cBs3blBaeTCs
C aHTUTenamMu. ITo NPUBOANT
K Oerpanynsuum HenTpomunos,
obpazoBaHutio cBOO6OOHbLIX
pagankanos. B cTeHKe cocypna
3arnycKaeTcs BocnanuTtesibHasa
peakunsi 1 pas3BnUBaETCS BACKYNUT. (L




CucremHble BaCKynnTbl, NPU KOTOPbIX
nopa)xeHme cocyaoB CBA3aHO

C aHTUHENTPOMUIbHbIMU
yutonsiaamaTu4eCcKUMMn aHTuTenamm

(AHLA):
e [paHynemaTto3 BereHepa

e MukKpockonmnyeckunmn
NOJSINAHIUNT,

e CuHppoMm Heppxa-
CTpocca




AHLIA - 31O aHTUTENna, pearupyroLiue co
cneunduyecKuMmmn 6enkamm Lutonjaa3mbl
HeuTpodgunos

[1lo TNy cBeveHnsa Bce
AHLIA nensatca Ha 3
rpynnbi:

o | |-AHLA (untonnasmatnyeckue,
pearnpytoT ¢ npoteason-3)

¢ |_|-AHL|,A (NepuHyKneapHsble,
pearvpytoT ¢ M1eNonepokcmnaason, s
anacrtason) SN

o atmnmnyHble AHLA (6enku-
MULLEHN HEN3BECTHbI)




MeTtoa HenpsMmon nmmyHodIroopecLeHunmn
(@HTUreH — PukcrupoBaHHbIE CMNPTOM HENTPOMDUNbI)

Tunbl cBevyeHnsa AHLLA

ANCA: a] upmonnaa
METHUBCKOS CHBUAHKYE
{o-RNGRY O nepuHyx-
NE8PHAD CHEGHDHWD

i NCA]




KnunHun4yeckoe 3HavyeHue BbiIABJIeHUSA
LI-AHLIA pna gnarHoCcTukm

'paHynemaTo3 BereHepa
4yyBCTBUTENBHOCTb — 30-90%
cneundunyHocTb — 98%

YacTtoTta o6HapyxeHus L}-AHLLA (Kallenberg
G.M.,1994)

[paHynemaTo3 BereHepa — 85%

Mukpockonuveckun nonnaHrmmt — 15-45%
Nononatnyeckun 'H ¢ nonynyHnamm — 25%
CuHpgpom Heppyka-Ctpocca — 10% 9.4
Y3enkoBblii nepuaptepumnT — 5% RN, . "




Knaccudpukauua B

e JlokanbHas popma pasBunBarOTCA
SI3BEHHO-HEKPOTNYECKOE
nopaxxeHune JIOP-opraHos,
rpaHynemMaTos rnasHon opbuTbl us
coYeTaHue Toro u gpyroro
npoueccos

e [eHepanu3oBaHHasaA popma
Hapsay C rpaHynemMaTo3om
OblXaTesibHbIX NYyTEN U rnas,
Ha6oaaoT NIErO4HbIN,
KapananbHbIN N KOXKHbIV
CUHAOPOMbI, Y BCeX GOJIbHbIX
rnomepynoHedpumr.

e TeuyeHue: OCTPOE 1 NOJOCTPOE




KnmHuka I'B

B nebiote 3aboneBaHunsa: nuxopagka,
cnabocTb, NoxygaHue

JIOP-opraHb! (70%)

Jlerkne (85%, y 45% B gebioTe)
[MopaxkeHune rmas (50%, nponTtos

y 15%)

KocTHO-MbIlle4vHasa cuctema (67 %)
apTpanrum, Mmantum, pexe apTpuThbl
Koxa (50%)

HepBHasa cuctema (ueHtpanbHas — 8%,
nepudepunydeckas 15%)

[MNepukapanTt (5%)




NopaxeHue noyek npu I'B

e [nomepynoHedpuT B Oebiote 3abonesaHna y
11-18% 60nbHbIX,
y 77-85% npwn pa3sepHyTOn 601E€3HW.

* TuNM4YHO pas3BUTME 04AroBOro CErMeHTapHOro
HEKPOTNYECKOIro rmomMepynoHedpuTa,
B TSXKENbIX crny4vaax — anudpdysHbin
rNIoOMepynoHepuUT
NN rnoMepynoHeppuT
C NONYNYHNAMMN,
pexxe obHapy>XnBaroT BaCKyNUT
NOYeYHbIX COCYOOB.




e [laToun3nonornveckmne MexaHn3mobl
pasBuUTUA rnomepynoHedputa npu I'B
He CBSsi3aHbl
HU Cc 0Opa3oBaHNEM aHTUTEN
K @aHTUreHHbIM AeTEPMNUHAHTaM KJTyOO4KOB,

HN C o6pa30|3aH|/|e|v| NWMMYHHDbIX
KOMIJ1IEKCOB, NX HE 06Hapy)KI/IBafOT

npu UMMYHOMIIOOPECLIEHTHOM
nccneposaHun éuonrtaTtos (NM60

NX OYEHb Masio) — OSIMFOMMMYHHbDIW
rnomepynoHecppurt




BeicTponporpeccupytowmm («nonynyHHbIN»)
rnomepynoHedput B 50% crnyyaes ABnseTCS
NPOSAB/IEHNEM BAaCKYINTOB, aCCOLMNPOBAHHbIX C
obpasoBaHnem AHLIA




NopaxxeHue noyek npu I'B

e TUNM4YHbI N3MEHEeHNs B aHaNIN3e MOUM:
reMaTypus, NPOTENHYPUSRA, NNYPUS,
KNETOYHbIE LWNNHAPLI) U CHUXKEHNE
dYHKLUMN NOYEK pa3nnvyHOW CTEMNEHN
(MnoBbILLEeHUE KpeaTUHUHA CbIBOPOTKMN).

e [lopa)xeHne NnoYyek B PaHHIOO
cTaanto MOXET ObiTb 6becCUMNTOMHBIM U
ONarHoOCTMPOBATbLCA TONIbKO MO
Hedpobunoncum B BUAE 04aroBoro
HepwuTa.

e [lpun BINIMH — onurypuyeckas OIl'NH w
HepPoOTUYECKNN CUHOPOM

e Y 40% 60nbHbIX passuBaetca XINH,
TpebyoLaa remogmannsa u
nepecagkum no4Ku.




e Mo gaHHbIM H.A.MyxuHa n E.H.CemeHkoBON

n3 80 6onbHbIX ['B nopa)keHne noyek y
2/3:
Mo4YeBon cuHapom — 82%
HedpoTndecknn cnHapom — 16%

Al (msrkast) — 55%

e Bb[1IH -22% (y 72 yepes 1,5 mec.
nocrne BO3HNKHOBEHNA NePBbIX
NPU3HAKOB Mopa’keHnsl rnoYek)

o LI-AHLIA y 94%




HOunarHoctuka B

e JlabopaTopHble NokasaTenn HecrneyunduyHbl
MNMosbiweHue Lj-AHLLA

e UmmyHodnoopecLeHTHOe uccnengosaHme
no4yeyHoro 6uonrara:

npu ['B — oTpuuaTtenbHbIN pe3ynsTar,

npn 6ones3Hn ['ygnacyepa —
NIMHEWHbIE OTNOXEHUA |g No
xoay 6asanbHblX MeMbpaH,

npu CKB — rpaHynsipHble o4aroBble )
OTNOXeHus |g, xapakTepHble ons ‘
NMMYHOKOMIMJIEKCHbIX OEMO3NTOB.




Kputepun AMarHOCTUKHU

AMEPUKAHCKUIA NHCTUTYT PEBMATONOMMN

BocrnanutesnbHblie N3MEHEHUS
C/IN3NCTON POTOBOW MOSIOCTU U/ nnn
Hoca (M3bsA3BNEeHUs, THONHbIE NNU
KPOBAHNCTbIE BblAENEHNS)

Y31bl, CTONKME NHDWUNBLTPATbLI UK
NOSIOCTW HA PEHTreHorpamMme Nerknx

/I3mMeHeHnsa Mmo4eBoro ocaaka:
MUKporemaTtypusa, apuTpoumnTapHble
LMIMHOPLI




Kputepun gunarHoCTtuku

AMEPUKAHCKUIA NHCTUTYT PEBMATONOMMN

4. Tunn4HoOE rpaHynemMaTto3Hoe
BOCMasieHNe CTEHKN apTepumn Unu
obpasoBaHue rpaHynem
B nepuBackynspHbIx/
9KCTpaBacKynsapHbIX obnactax

e Ecnun nmeror mecTto 2 n bonee ns
HUX, TO Y NayueHTa MOXXHO
npegnonoxnts [ B.

4yBCTBUTENIBHOCTb — 88%
cneyndunyHocTb — 92%




TeyeHue 3aboneBaHns N NPOrHO3

[lpn oCTpOM TeYeHnn reHepanmsauns rnpoLecca
HaCTYyrMaeT Yepes3 HECKObKO HEAENb NN MECSLIEB,
ObICTpO pasBuBaetca [1H.

be3 agekBaTHOro fiedeHns NPOaOSIKNTENBHOCTb
XXKN3HN MeHee ropa (5 mec.)

B nepsble 3-6 Mec. npaBusbHbIM AMarHo3 CTaBUTCS
y 50% 60nbHbIX.

Y 7% 60nbHbIX 3a6oneBaHne He QnarHoCTUpPYeTCS
B TeyeHune 5-16 net
OT MOSABNEHNA MNEPBbIX CUMIMTOMOB.

OcHOBHas NpuYnHa CMepPTU
B NMepBbIN rof, NeYEHNs —
NHTEPKYPEHTHast HPEKUUS.




JleueHune I'B. CtaHpapTHas cxema.

e NHAYKUNA PEMUCCUMN: 4 - 8 Hepenb
uuknodocchamug per os 2 Mr/Kr/cyT.
(makc. 150 - 200 mr/cyT.)

NnpPeaHn30J10H per 0s 1 Mr/Kr/cyT.
(40-60 mr/cyT., makc. 80)

e [Moaaep)xuBaroLlias Tepanus:
3-5 netr

unknocgpocdammg — 50-100 wmr,

npegHn3onoH 15-20 mr




Mpu nokanbHbIX popmax

e [Nlogaep)xuBatrLlas Tepanus:
umknodgocdamupg - 1 roa, per os,

CHM>Xaa o3y Ha 25 Mr Kaxkable 2-3 Mec.
NpPeaHU30JI0H - CYT. 103a Yepe3 OEHb

1-2 MecC. ¢ NocTeneHHON OTMEHOMN.

e Pemuccunsa 75% - 93%
B cpedHeM 4 rofa,
ynyduieHmne 16%.




JleyeHue
obicTponporpeccupyrowtero NH

npn AHLIA-accounnpoBaHHOM BacKynnuTe:
NysibCbl METUINPEAHN30N0HAa (TPXAbI),

KypC npegHU30JI0Ha per 0S

B TeveHune 6-12 mecsues,

Kypc uuknodgochammaga per os
B Te4yeHune 6-12 mecsues.
[1Tnasmadepes

He 3O (PEeKTUBEH.




OcnoXXHeHuns Tepanuu

¢ JlemkoneHuns

e CaMblMN CEPLE3HbIMUN CHUTAIOTCS:

30-KpaTHOE MNOBbILLUEHNE PUCKA paKa MOYEBOI0
Ny3bIps U

10-KpaTHOE MoBbILLEHNE pUCKa pa3BUTUA NMMAOMbI




JleueHne mmnkogeHonatom mocetTusiom
(MMO)

[Nlopoep>xusatowias tepanmsd MMO® B nose 1-2
r/CyT. B Te4EHNE OSINTENBHOIO BPEMEHN (B
cpegHemM 15 MecsiueB) nocne ctaHOapTHOW
NHOYKUMOHHOW Tepanun. INpogonmxkntensHOCTb
pemMuccum B cpegHem coctasuna 27 mec. (0T 6 o
50 mMec.) Npu OTCYTCTBUN CEPLE3HBIX MOBOYHbIX
peakunn




JleueHne mmnkoeHonatom moceTunom
(MMO)

e C Uenbilo MHOYKUNN peMUCCUN NpeanpuHATa
nonbiTKa npumMmeHeHns MM® B TeveHne 24-x
Hepenb (Waiser J. n coasT., Joy M.S. ) npwu
Taxenbix AHLA-accoumnmnpoBaHHbIX
BaCKynuTax

e Peaynerar — HOpManusayusa novYeyHou
YHKUUN 1 CHUXKEHNE TUTPOB
AHLIA

e JleyeHne He ConpoBOXXAanoCh
OCNIOXKHEHUNSIMU, YIPOXKaoLLMU
>KU3HU




