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[paHynemaTo3 ¢ No/IMaHTMNTOM Unm bonesHb BereHepa
(BB), HapAaay ¢ MMKPOCKOMUYECKMM NMOANAHTUNTOM U
303UHOPUNBHBLIM FPAHYNEMATO30M C NOIMAHTUUTOM
(cunpgpom Yepra — Crpaycc), otHocuTca K AHUA-
aCCOUMNMPOBAHHbIM NEPBUYHbIM CUCTEMHbIM BAaCKYy/IMTaM.
bB xapaKTepusyerca XpOHNYECKMM MaNOBbIpa*KeHHbIM
MMMYHHbIM BOCNasieHNnemM CTeEHKU MeNKUX Cocyaos,
NONNMOPPHOU KNNHNYECKON KaPTUHOM C YaCTbIM
BOB/1Ie4eHMeM B NPOoLeCcC /IerKUX U MoYeK, a TaKKe
Ha/IMYnem LNPKYINPYIOLWNX ayTOAHTUTEN K LUTONAa3me
HeuTpodpunos



AHLIA — cemencTBo aHTUTEN, pearnpytowmx ¢
Pa3MYHbIMMN KOMMNOHEHTAMWM NEePBUYHbIX
rpaHyn umMTonaa3mbl HEUTPOPUNOB: aHTUTENA
K NnpoTenHase-3 1N aHTUTena K
MmunenonepoKkcugase.

AHTUHENTPODUNbHBIE

-]
uuTennasmarudeckue anturena (AHLA)




* BB — BacKynuT npemmyuLectBeHHO MenKnx
apTeEPUN N BEH HEKPOTU3MPYIOLLETO,
rPaHyNEeMaTO3HOro XapaKTepa C NoparKeHnem
BEPXHUX NN HNKHUX OTAENOB PecnmpaTtopHOU
CUCTEMbI B CO4ETAHUM C TNOMEPYIOHEDPUTOM.
OTAn4yaeTcsa NporpeaneHTHbIM TEHEHUEM.
HecmoTpa Ha TO, YTO BONEe3Hb OTHOCAT K
CMCTEMHbIM BaCKYAUTaM, Yalle Habatogaertca
3KCTPABACKYNAPHOE BOCManeHue c
obpa3oBaHMEM rpaHynem.



Knaccudukanusa cCHCTeMHbIX BACKV/IMTOB
(HomMeHKnaTyVpa Yennen-Xusa, 2012)

UMMYyHHOKOMNNIEKCHbIE BACKYNUTbI
MEeNKUX CoCcyaos

- Bonesunb Wennenna-frenoxa

* KPpMOrNObyNMHEMUHECKUIA BACKYNUT

BackynuTbl cocypaos
Y YA - auTn-Clg-sackynur

cpeaHero pasmepa
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- bonesub Kasacaku ' anTn-GBM-6onesHb \
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ANCA-accoumMmMpoBaHHbie BACKYNNUTDI
J - bonesHb BereHepa
1 - cuHgpom Yapra-Crpaycca

BackynuTbi KpynHbix cocyaos - MMKPOCKOMNWUYECKMIA NONMAHIMUT
- FUFAHTOKNETOYHBIN apTepPUMT

- aprepmuuTt Takanacy
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ITNONOIMUA

3TNONOrNA Hen3BecTHa. YCTaHOB/IEHA
onpeaeneHHasn CBA3b C HOCUTENbCTBOM
MMWKPOOPraHM3MOB, BO3JEMNCTBUEM NEKAPCTB,
B/IMAAHNEM reHeTUYeCcKnx GaKkTopoB, B YaCTHOCTM
Hannymem y naumenHta HLA-DPBI*0401, ¢
KOTOPbIM CBA3bIBAOT YBEIMYEHMNE PUCKA
rpaHyn1emaTo3Horo 3abonesaHus B EBpone, a
TaKXe NoAnMMmopPmn3ma reHoB, KoAMPYHOLLMX
npoTenHasy-3 u ee OCHOBHOMN MHTMBUTOP atl—
aHTuTpuncuH (SERPIN A1), yto npegpacnonaraet
K rMnepnpoayKkumm aHTUTEN K NpoTenHase-3 .



[laToreHes

Bo3peiicTtBume paga umtokmHos (PHO-a 1 Ap.), a TaKKe YCKOPEHHbIN
anonTo3 KNeTOK KPOBU NPUBOAAT K PacnpeaeneHnto Ha nx
NOBEPXHOCTM LLUTONAA3MATUYECKUX aHTUTEHOB —
MUENIONEePOKCUAAa3bl, NPOTEMHA3LI-3.

Ob6pa3sytoLineca aytoaHTUTeNa K 6enkam LmnTonaasmbl HEMTPodUIoB U
MOHOLIMTOB, BO3HMKaOLWME C y4acTUeM B-cuctembl UMMYHUTETA,
CTUMY/INPYIOT K/IETKU U NPUBOAAT K BbICBOOOXKAEHUIO LUTOKNHOB,
nepekucemn cBoboAHbIX PaanKaioB, TIM30COMaJbHbIX GEPMEHTOB.

B KneTtkax nponcxoanT AerpaHynsaumna n «metabonmvyeckmni B3pbiey,
CNneacTBUEM YEro ABNAKTCA NPOLECCHI MOBPEXAEHMNA SIHAOTENNA
COCYA0B C UX HEKPO30OM, Aa/IbHENLLIEN ULLIEMU3ALIUEN U
AEeCTpyKumen TkaHen. Hapaay ¢ STUM He UCKIKoYaeTca y4acTme B
reHe3e BaCKy/IMTa KOMMN/EMEHTHbIX 6e1KOB C U3MEHEHHOU FeHHOM
CTPYKTYPOW B KaYeCcTBe ayTOAHTUIEHOB, YTO TaKXe MOKeT BeCTH K
cnHTesy AHLUA .



RAMHKUKa rpaHynemaTo3a BereHepa

. . Maa3a:
oToBasn IIOI'IOCTI:. A38bI - NCeBA0ONYX0NM,
Ha nuauctoi obonoyke pra. - KOHBIOKTUBMT.
P Hoe:

Nerkue: - yayuwse,
- NONOCTH, - HOCOBbIE KPOBOTEYEHUS,
- KDOBOTEYEHUR, - ceqnoBuaHbLIA HOC.
- NeroyHbie UHUNLTPaTHI. c
epaue:
- NepuKapauT.
Koxa: \ J

- Y3€MK1 Ha NoKTe,
- nypnypa. - rnomepynoneq)pm

NMonoXuTenbHbIA TECT Ha
aHTu-HenTpounos
B uMTonnasme
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MpaHynembl ¥ NATHACTLINA Hexpo:s&“
B KPOBEHOCHbIX cocyaax

okardio.com



BBnay ype3Bbl4aMHO PeaAKOMN BCTPEYaEeMOoCTH
bone3Hn BereHepa (EB) B geTckom um
NOAPOCTKOBOM BO3pacTe, HeAOCTAaTOYHbIMU
3HAHMAMM NeanaTPOB NEePBUYHOIO 3BEHA O
XapaKTEepPHbIX CMMNTOMAX 3aboneBaHnA 1
ocobeHHOoCTAMM Tepanuu, npeacTaBaaem
MmaTepuasibl COBCTBEHHOIo KAMHUYECKOTO
HabtoaeHuA.



 Manbuuk /1.,16 net (nctopus 6onesxm No
2562), noctynun B PAKE B anpene 2020 . C
Kanobamu Ha BbICOKYIO TemMnepaTypy Tena,
60/1b U NPUNYXNOCTb CYCTaBOB,
KPOBOMU3NNAHMNA HA HOTrax U B 0b6n1acTu
MOLLOHKMW.



AHaMHe3 }N3HU

PaHHUW aHamHe3 6e3 ocobeHHocTeN. [MpunBuUT,
OCNOXHEHMIM NoC/ie NPOBOAMMbIX BAKLMHALMMN HE
6bi1n0. Pa3BmBanca coorBeTcTBEHHO BO3pacTy. CocTouT
Ha AMCNAHCEePHOM y4eTe Y OKyAUCTa No NoBoay
runepmeTponun cnabomn cteneHn obounx rnas,
rnybokon ambamnonnmn nesoro rnasa.

[1Ba roga Ha3aa nepeHec OTKPbITYHO YepenHO-MO3roBYIO
TpaBMy, YLIMO roNNOBHOIO MO3ra JIEFKOW CTENEHMN,
cybapaxHouaanbHOE KPOBOU3NUAHUE B MPaBYIO
TEeMEHHO-3aTbI/JIOYHY0 06n1acTb. CemenHbI aHaMHe3
no 3ab60s1eBaHMAM C BeAYLLLMM

UMMYHOMNATONOINM4eCKMMm CUHAPOMOM HE OTArNroweH.



AHaMmHe3 3abosneBaHUA

* B TeyeHue nocnegHmnx 6 mecaues becnokonnm
60/1b KONEHHDbIX, FO/IEHOCTOMHbIX, IOKTEBbIX U
nnaeyesbix cycTtaBax. B ¢espane 2020 roaa
NOABMJINCb OTEYHOCTb U 60s1b B 06/1aCTU NEBOTO
r0/1IEHOCTOMHOIO U NOKTEBOIO CYCTABOB.
Ha3Ha4yeHHble XMPYProm U KapanopeBmMaTo/Iorom
no mecty Xutenbctsa HMBIM (guknodpeHak B/m B
TeyeHue 7 AHEW, 3aTeM HUMeCyNna, BHYTPb)
OKa3a/1M KPAaTKOBPEMEHHbIN NONOXKNTEIbHbIU

3P DEKT.



AHamHe3 3aboneBaHUA

* Yepes 2 Hegenwn Ha Horax NOABUINCH
remopparnyeckme BbiCbinaHua. B mapTte npu
COHOorpadunyeckom nuccieaoBaHUM roIeHOCTOMHbIX
CYCTaBOB BbIfiB/IEHbI MPU3HAKU ABYCTOPOHHErO
3KCCYAATMBHOIO CUHOBUTA C YMEPEHHO BbIPa*KEHHOM
MHPUAbTPALMEN CUHOBMAIbHOM 000104YKM, be3
NPWU3HAKOB rMNepBaCKynapm3aunm.




AHaMmHe3 3abosneBaHUA

B nanbHerwem y noapocTka OTMeYaancb cnabocTn,
NOBbILLIEHHAA YTOMIAEMOCTb, CHUXKeHMe anneTuTta. B KoHue
MapTa COCTOSIHUE YXYALIMNIOCb, MOABUINCL INXOPAAKa A0
bebpunnbHbIX LUPP, 3aN10XKEHHOCTb HOCA, YCUNINANCH
NPOABNEHUA KOXHOIo reMmopparm4eckoro CMHApPoma.
BboinonHeHHasa B TOT nepuog spemerHn OIAC, no3sosiunna
0bHapyXUTb B aHTPaIbHOM oTaene 60/sbllioe KONNYEeCcTBO
NoACAN3UCTbIX KpoBou3nuaHum ao 0,2 cm B AnameTpe.
Yepes aBa AHA Y NOAPOCTKA Habatoganacb npumechb anoun
KPOBW B Kasie, Hapocaa cnabocTtb, OTKa3bIiBanCa OT e4bl,
NOABUINCH OTEK MATKMX TKaHEeN BOoNbLIOro Nasblia 1EBOW
PYKU N NU3BMEHEHHOIO LUBEeTa Mo4ya (C KOPUYHEBDBIM
OTTEHKOM).



[Mpn obcnenoBaHUM B CTaLMOHaPe MO MECTY KUTe/IbCTBa
NIOKYMeHTMpoBaHa aHemusa (aputpoumntbl 2,3 T/n,
remorno0buH 96 r/n), nenkouutbl 10,5 I'/n, 303. - 5%,
nan. - 17%, cerm. - 59%, nnme. 15%, - moH. - 4%,
Tpomb. - 186 '/n, CO3 - 25 mm/uac,
cnaboBsblpa)keHHbl aHu3oumntos. CP6: 36 mr/n, PO —
non. MoBbilleHne YPOBHA a30TUCTbIX LLUAaKOB
MoyeBUHa - 16,8 mmonb/n, KpeaTUHUH - 258,8
MKMOAb/N. O6LL. aHann3 mo4u: NnpotenHypusa benok(
0,73 r/n), 3pUTPOLUTLI - BCE NOJEe 3peHUA, NENKOLUTDI
5—-88n./3p., r’MaAnHoBbIe UuAKHAPLI 2 — 3 B n./ 3p.
BBMAy HapacTaHUA TAXKECTU COCTOSIHMA NepeBeeH B
KNAVNHUKY.



[Mpy NOCTYN/IEHMU B KIMHUKY KOHCTATUPOBAHbI
notepa maccol Tena Ao 5 Kr, pebpunnbHas
NIMXopazika, NOJIMAPTPUT, remopparnyeckas
CbiNb HA HUKHUX KOHEYHOCTAX, MOLUOHKE M Ha
C/IN3NCTON 0O60ON0YKE POTOI/IOTKMW.




[lononHuTeNbHble MeToabl 0bcnenoBaHUA

Kl nonysepTUKaNbHan 3/IeKTPUUYECKan No3nLmua cepaua, abixaTenbHasa
apuTMmA.

Mpn Y3U novyek n moyeBoro ny3bipa: NPU3HaKM ABYXCTOPOHHUX YMEPEHHO
Bblpa*KeHHbIX ANPPY3HbIX MU3SMEHEHUN NOYEK C KOPTUKANbHbIMMU
NPOABNEHUAMM, YTO MOXKHO ObI/IO PACLLEHNTb KaK OCTPble PeHa/IbHbIE
N3MEHEHMA C NPENUMYLLLECTBEHHbIM NOPAXKEHMEM KOPTMKA/IbHOIO OTAEeNa
NapeHXUMbl.

Y3 en4yHoro ny3bipa: 3XONPMU3HaAKU AUCXONUN, CUHAPOMA CryLLLEHUA
Kenuu.

Ha peHTreHOorpamme opraHoB rpyaHON KNETKU IeroyHble nonsa 6es
O4aroBblx TeHeun. [IPUKOPHEBOM NErOYHbIN PUCYHOK NETIUCTOM CTPYKTYpPbI.
CnpaBa B BEpXHEM OTAeNe PUCYHOK TAXKUCTbIM. KOpPHM ManoCTpyKTypHbIE.
Cepaue — rpaHunubl He UsmeHeHbl. CpegocteHne, CUHYCbl B HOPMe.



[lononHUTeNbHble MmeToabl 06cneaoBaHMA

MynbtTcnupanbHasa KT opraHoB rpyaHOM KIETKWU: B IETKUX HA BCEM
NPOTAXXEHUN OTMEYAIOTCA Y4ACTKM YNJIOTHEHUA NETOYHOMN TKaHU
cpeaHen n cnabom MHTEHCMBHOCTM, YAaCTUYHO MMetoLne
C/IMBHOM XapakTep. lononHuTenbHbIX 06pa3oBaHNIN B NETKUX HE
BbIsiBNIeHO. KOPHW JIErKMUX CTPYKTYPHbI, HE PACLLUUPEHDI.
[MheBpasibHble Non0CcTN ¢ 06enx ctopoH ceobogHble. B
CpPeaoCTEHMM AONONHUTE/IbHbIE 0OPa30BaHUA N YBE/IMYEHHDIE
nmmdaTtmnyeckme y3nbl He onpeaenatoTca. JecTpyKTUBHbIX
N3MEHEHWUIN B KOCTAX HE BbIABJIEHO.
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[lononHUTeNbHble MmeToabl 06cneaoBaHMA

* MynbtucnmpanbHaa KT ronoBHOro mo3sra: Ha
CEPUN KOMMNbIOTEPHbIX TOMOTPAMM,
BbIMO/IHEHHbIX B aKCUA/IbHOW NPOEKLUUN B NPaBOU
TeMeHHOM 061aCcTU, BU3Yya/IM3NpPYyeTCH
nocTonepaunoHHbIN AedeKT Yepena, noa
KOTOPbIM BbIABNAETCA 30Ha KOPTUKANbHOM
atpoduun oBanbHOU dopmbl pasmepamm ao 0,9
CM B AMaMeTpe; CpenUHHble CTPYKTYPbl MO3ra He
CMELLEHbI, }KeNyaouKu n noaobonoyeyHble
NPOCTPAHCTBA He paclumpeHbl. B npasoun
ramMopoBOM Na3yxe BM3yann3npyeTcsa KUCTa 4o
1,3 cm B AgnamerTpe.



MmmyHonornyeckoe obcnenoBaHme

CKPUHUHI aHTUHYK/IEAPHbIX aHTUTEN: B
peakumm MMMYHOP/IHOOPECLIEHLIMU CBEYEHMUE
He Habntopaetca. CKpuHuHr — ANCA: B
peakumm MMMmyHopropecLeHU N
HabatoaaeTca UMTon/1ia3maTuyeckoe cBeYeHue
(TTp 1:1000).

Mpodnnb ANCA: o6HapyKeHbl ayToOaHTUTENA
Knacca IgG K npotenHase-3.



YuunTbiBaA CNOXKMUBLLYHOCA Ha CEeroaHs
3NNOEMMNOJIOTMYECKYIO 0O6CTaHOBKY MO
KOPOHaBUPYCHOU MHPEKLUUU, DOSIbHOMY HE
BbINO/IHEHO MTMCTOMOPPONOrnYecKoe
nccnegoBaHue noyevyHoro bmonrtaTa.




OBOCHOBAHWE ANATHO3A

YunTbiBasa ocTpoe Hayano 3abonesaHms, GebpuUNbHYIO TUXOPaaKY,
NcxygaHue, HegomoraHue, ¢1abocTb, NOAMOPraHHbIN XapaKkTep
NOPaAXeHMA C NPOABIEHNAMN FEMOPPArM4YeCcKoro CMHAPOMa,
nospexxkaeHue JIOP-opraHos B BuAe HabyxaHmMA CAM3NCTON HOCa U
HANN4YMA A3Bbl HOCOBOMW NMEPEropoaKU, U3SMEHEHMA B IETKUX MO AAHHbIM
KT B BUAe andPy3HbiXx 04aroBo-MHGUNLTPATUBHbBIX UBMEHEHUW, B
COYETaHUU C INIOMePYIOHEPPUTOM, COMPOBOKAAIOLMMCA HAPYLUEHMEM
bGYHKUMKM OpraHa, MbllLEYHO-CKeNleTHOe NopaXKeHue (apTpuT, apTpanrmm),
Nopa*KeHne *KenyaoyHo-KMWeYyHoro Tpakta (6onun B Xneote, pBOTAa,
remopparum B aHTPa/IbHOM OTAeNe XKenyaKka), Bbicokasa nabopaTtopHas
aKTUBHOCTb, Hannyme ANCA aHTUTen K npoTenHase-3, NoN0KNTENbHbIN
peBMaToMaHbIN GpaKTop, Nno3BoAnAN anarHoctmposatb ANCA —
aCCOUMMPOBAHHbIN BAaCKYIMUT, @ UMEHHO TpaHynemartos3 BereHepa,
reHepann3oBaHHaA Gopma C NOPArKEHNEM BEPXHUX U HUMKHUX
AbIXaTeNbHbIX NyTen, NoYEK (omepynoHEPPUT C BbIPaKEHHbIM MOYEBbLIM
CUMHAPOMOM), KOXM (remopparnyeckasa nypnypa), cyctaBoB (apTpuT) U
KenyaovyHo-KULWeYyHoro TpakKTa, noaoctpoe tedeHue, lll cteneHb
aKTUBHOCTW.



JIEMEHWE

KntouyeBbiM MOMEHTOM B Ie4EHUU ABUINCH
[MTIOKOKOPTUKOUAbI, LUTOCTAaTUKKM (UMKNodochaH).
bonbHOMY npoBeaeHo 3 nynbca cony-meapona no 1,0,
C nocneayoLWmm nepopanbHbIM NpUeMom meapona m3
pacyeTta 1 mr/kr (60 mr B cyTKK). YUNTbIBAs BbICOKYIO
TOKCMYHOCTb UMKnodpochaHa U reHepaIM30BaHHbIN
BAapPMaAHT BAaCKY/IMTa, B COOTBETCTBUMN C
PekomeHpaumamum skcneptos pabouen rpynnbl EULAR,
nauueHT NoAyYan UMTOCTAaTUK B BUAE NYNbCOB: NepBble
TPU NyAbCa Kaxapble 2 Hegenwn. MNpu sTom A03UPOBKA
umnknodochamunaa onpeaensinacb C yY4eTom yYpOBHS
KpeaTuHuHa (12,5 mr/Kr).



JIEMEHWE

[MpoBeaeHo 3 MHPY3NM YeN0BEYECKOTO
HOPMa/IbHOro BHYTPUBEHHOTO
MMMyHornobynmnHa B gose 0,4 mr/Kr.

4 ceaHca nna3smadepesa

TPAHCHY3UU SPUTPOLIUTAPHOM MaccCbl BBUAY
HapaCcTaHNA aHeEMUU

[MpoBogunacb peHonpoTekuma (no3an 150
Mr/cyT.),

aHTUKoOaryasaHTHaA (pparmumH c nocneayrowmm
npuemom BapdapuHa), Ae3arperaHTHas Tepanums.



I1MHaMUMKa COCTOAHMUA

* Ha poHe npoBOAMMOro neyeHumns
HOpManM3oBasacb TemnepaTtypa Tena,
perpeccmpoBasiv CyCTaBHOM M abAOMUHANbHbIN
CUHAPOMbI. BmecTe c Tem coxpaHsnach
aKTUBHOCTb rIomepysioHeppuTa, 0 Yem
CBMAETeNnbCTBOBaJa CYTOYHAA NPOTEUHYpPUS 40 6
- 7 r/cyT., YTO NO3BO/IN/IO KOHCTAaTUPOBATb
PEe3NCTEeHTHOCTb 3ab60/1eBaHUA K NPOBOAMMOMY
JIe4YeHUIo, PacCMOTPEeTb BONPOC O Ha3HAYEeHUM
PUTYKCMMaDba.



* bonbHOMY NpoBeaeHa TenemeanLUMHCKas
KoHcynbTauma 8 PIreyY «HMUL mm. B. A.
Anmasosa» MunH3gpasa Poccuun, AnarHos u
HeobxoaMMOCTb TeEPANUU PUTYKCMMAbOM
noaTBepKaeHbl, bONbHOW NepeBeaeH B
KNMHUKY . CaHKT-[leTepbypr, raoe, HecmoTps
Ha NPOBOAMMOE IeHeHne, cnycTa 2 mecaua
HACTYNuUAN NeTanbHbIN UCXOA BCNeaCTBUE
NporpeccmpoBaHmA NOYEYHOU
HEeaO0CTaTOYHOCTM!.



