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« Jo 2015r. cuutan cebs 340poBbIM, HUKOF A He obcnepoBancs

« 3abonen octpo, B MapTe 2015r. - auapes, psoTta, inxopaaka ao 38,5
rp. C, pe3kas cnaboctb, aoctasneH bCMI1 B Kb um. C.I1. boTknHa

« JnarHo3s: «KnweuyHas nHpeKkLuna, rmNOBOJIEMNUYECKNN LLIOKY,
rocnutanmsmpoBaH B OPUT gnsa MHMDEKUNOHHbIX B6O/IbHbIX

* [Mpwn noctynnennn ALl 60/20MM pT.CT., aHypUA, KpeaTUHUH KPOBU
1885 mMmonb/n, MoyeBnHa 49.7MmMonb/ N, HaTpUN 126 MMONb\ N, KaTUK
8.5MmMonb\n

* WHMDY3MOHHAaA Tepanus, 3KCTPEHHbIN reMoananm3

« [eMoAMHaAMMKaA CTAOUIN3NPOBANOCH, I/IEKTPOJINTHbIE PACCTPONCTBA
KOMMNEHCUPOBaHbI, Npu A0006CNeA0BaAHUN AMATHO3 KULLEYHOM
NHPEKLNN CHAT

« CoxpaHsanacb aHypusa, rnybokas aHemMus, nepesegeH B
Hedposiornyeckoe oTaeNneHne, reMmoananni3 B UHTEPMUTTUPYIOLLEM
pexnme

« IOwunarHo3s: «<ObocTpeHne XpoOHNYECKOro NaHKpeaTnUTa, oCcTpas noyeyHas

HeA0CTAaTOYHOCTb, OJINFOaHYypuYeckasa gopma, COCToaHMe Ha poHe

npoueayp remoananmia. AHEMUSA TAXKENON CTEMNEHN,

xenesogedpuunTHaa»




OHKOMOWUCK, CKPUHUHI Ha remMobnacTo3bl - BCe pe3ynbTaThl
HEeraTUBHbI

CoxpaHanacb gmnapes, aHypus

[MpopomkeHbl npouenypsl I'A 3 pa3a B Hegento, UHOY3NOHHAA U
NPOTUBOAHEMUNYECKAA Tepanus

Uepe3 2 Hepenun - KpoBoxapkKaHbe, AblXaTenbHas
HeZL,0CTaTOYHOCTb, PEHTIeHOJIOrNYeCcKu BbiiB/IeHa CybToTa/IbHas
UWHDUNBTPALUA NeBOro Nerkoro

IMnupuryeckas nNynbC-Tepannsa CBEPXBbICOKUMN O,03aMU
METUNNPEAHN30/IOHA C NOJIOXKUTE/IbHOUN KJIMHNYECKOWN U
PEHTreHONOrMYeCKoOn AMHAMUKON
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18.04.2015. lNonoxunTenbHe
nocsne nepsou npoLeAypbl




Male Memorial Botkin Hosp PUSTOVALOV AD. 68Y
DAP: 88.36¢cGycm2 ED.: 1.35mGy 2015-04-23 08:18:30
95 kV 250 mA 29.8 m~Lun9 HI

23.04.2015. NMNonoxurenbHas AMHaAMUKa
nocne 3 npoueayp njasMaobmeHa




UMMyHONOrMyeckme TecThl:
v pANCA/aHTnTtena Kk Mmuenonepokcuaase 23.8 Ea/mn (0.0-5.0 Eg/mn)
v cANCA/AT Kk npoTtenHasze3 1.7 Ea/mn (0.0-5.0 Eg/mn)
v/ aHTUTeNa K rnomepynsapHou 6asanbHonu MmembpaHe > 200 Ea/mn (0.0-
20 Ep,/mn).

KnuHnyeckun amarHos:

CUCTEeMHbIN BACKYIUT C NOPaXeHnemM noyek, nerkmx, XKT, ¢ ABOMHOU
cepono3ntuBHocTbio (ANCA-accounnpoBaHHbiK + aHTU-TBM):
BbICTPONPOrpeccnpyoLLnin rnomepynoHedpuT, AManm3—-noTpebHas
NnoyeyHas HeAO0CTATOYHOCTb; NY/IbMOHUT, COCTOSABLUEECS JIerOYHOoe
KpOBOTeYeHUe, UHTepCTULLManbHbin pubpos3, AH 1 cT; KonuTt, aHeMus
TAXENOWN CTeneHn

JleyeHue: nynbCc-Tepanma MeTUANPEeaHN30/I0OHOM N UUuKNodhocdhaHOM,
npouenypsl niasmaobmeHa (Bcero 12 npouenyp), npeaHn30/0H BHYTpb 60
MI/CYTKWN

Pe3ynbTaT: IeroyHas n KnweyHas CUMNTOMAaTUKA NOJIHOCTbIO pa3peLlunnCh,
] aHTl/ITeﬂ K uuTonnasme HEVITDOCI)I/IHOB n K rnomepynﬂpHom b6a3zasibHOW




NMOPAXEHWE NOYEK NMPU CUCTEMHOW KPACHOW BOJTYAHKE

BonyaHouHbIN HEDPUT:

| Knacc - MMHMMAaNbHbIM Me3aHrManbHbi BH
Il knacc - me3aHrmonponudepaTmMeHbin BH
lll knacc - oyaroBbi nponudepaTMBHbin BH

IV knacc - anddy3Hbin nponndepaTruBHbin BH

V knacc - meMbpaHo3HbIN BH

VI knacc - cknepo3upywouwmn BH

BOJIYAHOYHAA noAaoumTonaTmnsa (MoxeT BCTpeyaTbca npu knacce I/11 BH)
KombuHauma knacca V c knaccom llI/IV

Backynnto-noaobHble n3MeHeHUA (CerMeHTapHble HeKpoTusmpytowme npu knacce ll/1V)

MMMYHOKOMMIEKCHbIN MHTEPCTULMANBHBIN HedpUT

BTopuuHbI peTponepuToHeanbHbi hubpo3s

TpomboTuueckas MukpoaHruonatus (APC, TTI), BonyaHouyHas BackyaonaTus




NMOPAXEHUME NMOYEK NMPU CUCTEMHbIX BACKYJIUTAX
- AHLIA-accoummpoBaHHblie BACKYNNUTbI:

rpaHynemaTo3 BereHepa (I'B)/nonnaHrunT ¢ rpaHysiemMaTto3oM

MQJIOMMMYHHbIN O4arOBbIN N CEFMEHTAPHbIN HeEKPOTU3Mpytowmn N

MQJIOMMMYHHbIWN MOAYNYHHbIN (3KCTpakanuanapHoin) M
MUKPOCKONMUYeCcknn nonnanrnmt (MIA)

MQJIOMMMYHHbIN O4ArOBbIN U CErMEHTAPHbIN HEKpOTU3Mpyowmn '

MAJIOMMMYHHbIN MONYNYHHbIN (3KCTpakanuanapHoin) N
cnHapom Yapra-CTpocc/303MHOPUAbHBIN NOIMAHTUUT C FPAHY/IEMATO30M

MaJIOMMMYHHbIN O4ArOBbIN N CErMeHTApPHbIA HEKpOTU3npyrowmn N

MaNIOMMMYHHbIV MONYNYHHbIN (3KCTpPakanuanapHoein) MH

BTopunuHbIN peTponepuToHeanbHbI GnbpPO3 (MOXET BCTpeyaThCsa npu Bcex opmax ANCA-

dCCOUNNMPOBAHHbIX BACKY/ NTOB)




NOPAXEHWUE MOYEK MNMPU CUCTEMHbBIX BACKYJIUTAX

Femopparuyeckumn Backynut (nypnypa leHox-LleHnenHa):

Me3lNrH (IgA-HedponaTms)

- Anddy3HbIN nponndepaTMBHbIM UMMYHOKOMNAEKCHbIK (IgA) TH
MMMyHOKOMMEKCHbIN (IgA) nonynyHHbIA (3KCTpakanuanapHoin) M

MMMyHOKoMNAekCHbIn (IgA) TH c ncxogom B CIrC

KpnornobynuHemunyeckuin Backynut (KI'B), yaw,e Bcero accouuunpoBaH ¢ HCV-unoekumen:

KpuornobynnHemudeckun 'H (MMNrH c genosutamu IgM un C-3)

MMMYHOKOMMEKCHbIM NONYNYHHbIN (3KCTpakanuanapHoeii) N'H ¢ geno3mntamu IgM n C-3




NOPAXEHWE MOYEK MNMPU CUCTEMHbLIX BACKYJINTAX

Y3eNKOBbI/ NONNAPTEPUUNT

TpaHcMypanbHbIN GUOPUHOUAHBIN HEKPO3 MOYEUHbIX APTEPUNA, NUHTEPNOBYNAPHBIX,
UHTEPNOBAPHBLIX U AYrOBbIX apTePUI MOYeK, B T.4. C obpa3oBaHMeM MNCeBA0AHEBPU3M -

apTepunasibHaa rmnepTteH3nA, TpOM603bI, KpoBoTeyeHnA

Hecneuuduueckuit aoptoaptepuuT (apTepunT Takadacy) U rMraHTOKNETOYHbIA apTEPUNT
C nopaxeHneM MoYeyHbIX apTepun

Me3llr'H, MIMMH, 3KrH

BTOpUWYHbIN peTponepuToHeanbHbin hnbpos

AA-amnnonpo3 (o4eHb penko)

HekpoTusmpyowmm apTepunT MHTEPNOOAPHbLIX U AYTFOBbIX apTEPUIA, OYEHb PeaKO -

NHTePNObYNAPHBIX apTepUn

F'MnokomnneMeHTeEMUYECKUK ypTukapHboii Backynut (HUV) (aHTn-C1qg-Backynur)




MOPAXEHWE MNMOYEK NPU APYTUX PEBMATUYECKUX N AYTOUMMYHHbIX 3ABOJIEBAHUAX:

CknepoanepMus (CUCTEMHbBIW CKN1epO3)

MepneHHo nporpeccupytowas XIMH
MoyeyHbI CKepoaepMmMyYeckmin Kpus (Taxxenas runepteHsus, OlNH) - nepenyHoe
nopakeHne AyroebiX U UHTEPNObYNAPHbLIX apeTpun

OlH 6e3 runepTeH3nm

M'nep IgG4-cuHppom

IgG4-accounmnpoBaHHbI peTponepuToHeanbHbIn hnbpos

XPOHUYECKUI CKNEePO3NPYIOLWNIA A0OPTUT U NepUaopTUT
(B T.4. C peTponepuUTOHeanbHbIM HUH6PO30M)

MembpaHo3Has HedponaTus

XpOHUYECKUI TYOYNTONHTEPCTULNANIbHBIA HeDPUT




NMOPAXEHWE MNMOYEK MNMPU APYTUX PEBMATUYECKUX N AYTOUMMYHHbIX 3ABOJIEBAHUAX:

PeBmMaTOMAHbBIV apTPUT

[MopaxeHunsa noyek, accounmpoBaHHblie ¢ PA
BTopunyHaa MH
Me3[lr'H (IgA- nnun IgM-HedponaTus)
Anddy3Hbin nponudepaTmeHbin MH
JKIH (HeKpPOTU3NPYIOLWLMIA U NONYNYHHbINA): PEBMATOUAHbIN BACKYIUT, MOXET
6biTb ANCA-NO3UTUBHbBIM
AA-amunnounpos

JlekapcTBeHHble NoBpeXxaeHua noyek npu PA
3ono1o: MH, BMW, ocTpbii TYybynoHekpo3
MeHnumnnamuu: MH, nonynyHHbii '’H, EMW
HMBC: OTUH, BMU, OTUH+BEMW, ocTpbii TybyNnoHEKpO3
LlnknocnopuH: xpoHuyeckas sackynonatuma ¢ TUH, oCIC (?)
A3aTUONPUH/6-MepKanTONYPUH: OCTPbIN UHTEPCTULNANbHBIN HEDPUT

BamuHgpoHat: CIrc




NMOPAXEHWE MNMOYEK MNMPU APYTUX PEBMATUYMECKUX U AYTOUMMYHHbIX 3ABOJIEBAHUAX:
uHApoM LllerpeHa

|‘

peHanbHbIN TyOYNspHbIA aumMao3 1 Tuna
NMoYyeyHbIi HecaxapHbii Anaber

OCTPbIA MHTEPCTULMANbHbIA HedhpUuT
runepkaabLnypus

NPOKCMMasibHble Tyby/ispHble PACCTPONCTBA

|

apkoupos
MHTEPCTULLMANBHBIN (06bIYHO FPaHYIEMATO3HbINA) HehpUT

Hedponntmnas, HepoKasabLLMHO3

Tybynonatuu

0b6CTPYKTMBHasA HedponaTuns BCIeACTBME CAABIEHNS MOYEBbIX NMyTen 3abPHOLWMHHBIMU AUMGOY31amm
rnomepynoHedputbl (MH, MITH)

AA-amunnounao3

|

€pPMaTOMUO3UT/NOIUMUO3UT
Me3llN'H ¢ geno3utamu IgM

OlNH BcnepcTBne MMOrnobuHypum
PeunavBupylowmnin NOAUXOHAPUT
NONYNYHHbIVA FNOMepYy/oHehpUT
Me3lrH

BTOpUYHas MH



OPAXEHWE NOYEK NMPU APYTUX PEBMATUMECKUX N AYTOUMMYHHbIX 3ABOJIEBAHUAX:
eLMANBUPYIOLLUIA MONXOHAPUT

NosyNyHHbIA FomMepyioHedpuT

MesIlrH

BTOpUYHas MH

|i

MeLlaHHoe 3aboneBaHne CoeAMHUTENIbHOW TKaHU
BTOpMYHas MH
BTOPUYHbIA MITH
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Me3sllr'H

AHKWUNO3UPYIOWNIK CNOHAUNUT N CUHAPOM PelTepa
Me3lrH (IgA-HedponaTus)
peTponepuToHeaNbHbIN hrbpo3
AA-amuionpos

bone3sHb KpoHa, HAK

BTropunyHas MH

Me3llH (IgA-HedponaTus)

AA-amunnounaos

p—



NOPAXEHWE NOYEK NMPU AHTU®OCPONUNMNAHOM CUHAPOME (A®C) -

TpoMboTueckas MUKPOaHIrnonaTtus, TpoM603bl NOYEYHBIX BEH U apTEePUN:

- MepBuuHbIN APC (B OTCYTCTBUE CUCTEMHbIX 3aboneBaHui)

KaTactpoduueckunii A®C (oCTpbii MyNIbTUOPraHHbIA TPOMOO3)

- BropuuHbin A®C:
ayTOMMMYHHble 3aboneBaHns

CKB
nepBUYHbIN cMHApoMm LerpeHa

PEeBMATOUAHbLIN ApTPUT

CUCTEMHBIN CKNepo3 (Cknepogepmums)
CUCTEMHble BAaCKYJINTbI
AepMaToMMNOo3nNT

b6onesHb KpoHa

aHKWI03UPYIOLWUA CNOHANUANUT

BMCOYHbIA apTEPUINT




TPOMBOTUYECKASl TPOMBOLUTOMEHWUYECKASA MYPMYPA (TTI1) - Tpomb6oTuyeckas

MUKpOaHIrnonartuA

[eHeTHUYeCKU O6YCI'IOBI'IEHHaﬂ

MpuobpeTeHHas

ayToMMmMyHHas (B T.4. npu CKB)

Ha oHe uHbekuun (B T.4. npn BNY)

APYTUE TPOMBOTUYECKUE MUKPOAHTUONMATUN
AyTOMMMYHHble 3a60s1eBaHus

Cknepopepmus

_U
>

CuHgpom Ctunna
AHKWUNO3MPYHOLWWA CNOHANANT
CuHapom WerpeHa
JepmaTomMmnosunt

bonesHb bexyeTa

Y3enKoBbI NOINAPTEPUUNT
HAK



CKB:
- MU

e Me3lllH
« OINMH
o« AMNMH
« DOKIH

« MH
- TMA

ANCA-BaCKynuTbl:

« JKIH

« QuaroBbin
HekpoTuanpytowmun N

Apyrne ayToMuMMyHHble 3aboneBaHums:
« MH

« MIIMH

« ATMH

« JKIH

 UTA-H

« TUH

« TMA

« AA-amunounpo3s




ANCA-accounnpoBaHHble

KpuornobynuHemmyeckme 24
BonesHb N'ygnacuyepa 8
BonesHb Takascy 4

CpeanseMHoMopcKas nimxopagka 10

'vnep-lgD-cvHOPOM 1 Ap. BapyaHThbI 2

p—

. e
Cknepoaepmus 5
Capkoungo3s 4
AHKMIMO3VPYHOLLMIA CMOHANIOaPTPUT 17
Bonesnub KpoHa/HAK 5
Bone3Hb OpmoHaa, B T.4. IgG4-cuHapom 11
TybynovHTepcTuLmManbHbIi HepUT C yBEUTOM 2



YTo HaM nomMmoxxeT?

AHaMHe3, aHaMHe3, aHaMHe3, Ceposiormsa, BHeNoYeyHble NPoABAEeHUS




