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CucmemHbIe eacKynumel — 3a605iEBaHNS,
XapaKTepy3yoLLECH MEPBUYHBIM
[OPaXKEHWEM CTEHKM apTepun Mo Tuny
0YaroBOro BOCHAMEHNS 1 HEKPO3a U
BTOPYYHBIM BOBJIEYEHNEM B




B - MenKkue cocyapl

A\ - KpynHble cocyabl b - cocyabl cpeaHero kaaubpa
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CneKkTp KAMHUYECKUX
NPOABNEHUN 3aBUCUT OT
TMNa, pasmepa, 10KanmM3aum
N NOpPa*KeHHbIX COCYA0B U
TAXECTU BOCMaNUTENbHbIX U
NeMUNYECKNX HapyLLUEHUN B
CaMMX COCyaax, a TaK Xe B
COOTBETCTBYHOLWMUX OpraHax u
TKaHAX.




Knaccuopumkauma

B ocHoBe coBpemeHHOM Knaccudukaumm CB
NIEXUT KaNMbp noparKeHHbIX COCYa0B U
YUYMUTbIBAIOTCA OCHOBHbIE NATOreHeTUYECKne

MmexaHn3mMbl UX nospexKageHnA
(Chapel Hill Consensus Conference, 2012 2.)




MexkayHapoaHaa obHosneHHas Chapel Hill Consensus Conference
HomeHKnatypa Backynutos (2012)

UmmyHOKOoMNAeKCHble 8acKynumeol:
v KpnornobynmHemmuyeckuii BackyamT
v'IgA- accoummpoBaHHbIit BaCKyNUT (remopparuyeckuii
BAaCKynuT, nypnypa LLeHneliHa- leHoxa)
v TUNOKOMMNAEMEHTEMUYECKUI YPTUKAPHDBIA BACKYIUT (aHTK-
C1q BackynuT)

Backynumel ¢ nopaxceHuem cocy0oe l
cpedHezo Kanubpa AHTU-TBM 60ne3Hb [

v’ Y3e/1IK0BbI NONIMapPTEPUNT
v' BonesHb KaBacaku r—l—‘
A

[

|

AHLUA -accoyuuposaHHble 8acKyaumsl cocy0oe8 MmesiKo20 Kanubpa
v' MUKPOCKOMNUYECKUIA MONNAHTUNT
j v'TpaHynemaTtos ¢ nonnaHrumtom (BereHepa)
' v'303MHOGUNbHBIN rpaHyemaTos ¢ nosmaHrumTom (Yepaska- Ctpoc)
v'BacKy/IUT, OrpaHUYEHHbIN MOYKaMm

BacKyanumel ¢ nopaxceHuem cocy008 KpyrnHo20 Kaaubpa
v/ ApTepunt Takascy (Hecneundurueckunii aopToapTepumT)
v TUraHTOKNIETOYHbIN apTepumuT (6one3Hb XOpToHa) U
peBmaTunyeckana noanMmunanrma
Jennette, Falk. 2012 Revised International Chapel Hill Consensus
Conference Nomenclature of Vasculitides. ARTHRITIS &
RHEUMATISM. 2013.Vol. 65, No.1



Kannbp cocyaos u cuctemubie Backyautbl (Chapel Hill Consensus, 1994)

Charles
AopTta | Jennette
etal., 1994
‘I‘queqHaﬂ apTepMﬂ‘ F
Ty
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BonyaHo4Hbi, |Mukpockonuveckun| [paHyrnomaTtos Churg-Strauss-

FeHoxa-LLleHneiHa| peBMaTOMOHbIN NMNOJTMaHTNnNT BereHepa CUMHOpOM 17


http://www.pathology.unc.edu/common/jennette.htm

Knaccudukauus sackynutos (MKB-X)

M30 Y3enkoesbiii nonuapmepuum u podcmeeHHbIe COCMOSHUSA
= Y3enKoBbIKN NONUapPTEPUUT
* [lonnaptepuut ¢ nopaxeHUem nerkux

= (Yapra-Ctpocca), annepruyeckuin U rpaHynemaTo3HbIi
aHruT

= OBeHUNbHbLIX NONNaPTEPUUT
= Cnu3nucTo-KOXHbIN nuMmgoHoayNApHbIX cuHapom (KaBacaku)

= [lpyrue cOCTOAHMA CBA3aHHbIE C Y3eNKOBbLIM
NONNapPTEPUMTOM, NONUAHTMUTHBLIA CUHAPOM

«




[ MNep4yBCTBUTENbHBIN aHTUUT, cuHAPOM ['yanacyepa

TpomboTu4eckas MMKpoaHrnonaTusl, TpomboTUYECKas 1
TpomboLuMTONEHMYECKaa nypnypa

CmepTenbHasa cpeauHHas rpaHynema

paHynemaTo3 BereHepa, HEeKPOTU3UPYHOLLUKA
pecnupaTopHbIX rpaHynemaros

CuHapom gyru aopThl (Takascy)

[ UIraHTOKNETOUYHbIN apTEPUUT C PeBMaTUYECKON
nonMmmuanruen

[Ipyrne yTOMHEeHHbIE HEKPOTU3MPYIOLLUE BaCKynonatuu,
rMNOKOMMINIEMEHTEMUYECKI BACKYNUT

HekpoTuaupytoLLias BackynonaTtus HeyTo4HeHHas



3TnoONorvA 1 NatoreHe3 ce = =

dmuoJsoaus:

OCTpbl€ BUPYCHbIE U
bakTepuanbHble
UHeKL MK

NneKapCTtBeHHan anneprud

ovaru XpoHU4ecKou
UHeKL MK

HacneacTBeHHasA
OTArOLWEeHHOCTb No
COCYLMUCTOM,
peBMaTU4eCcKou
naTonoruu

[lamozeHes:
* IMMyHHble HapyLieHuUs

* MIMMyHHOe BOCnaneHue
CTEHKMW apTepun,

noBpexaeHue aHA0oTeNus,

NoBblILIEHUE
NPOHWULIAEMOCTH

* ['emoKoarynauuoHHbIe
U3MEHeHUA, HapyLLeHue
KPpOBOTOKa,
runepkoarynauus

* Nwemunyeckue
paccTponcTea




[laTOreHes3 BaCKy1MTOB

dTnonornyeckue pakropbl

AKTMBaLI,MFI KNAeTo4yHOro MMMmyHuTeTa
(T- u B-numdouuntbl, Makpodaru, MOHOLUTbI, HEUTPOPUADbI)

CUHTE3 OCHOBHbIX NPOBOCNANUTENIbHbIX LUTOKUHOB.
(UN-1, PHO-a, UP-y, cuHTE3 ayTOAHTUTEN, MONIEKYA aAre3nmn)

06pasoB:ﬁHMe UUK;

AKTMBaUUA U nospexageHue sHAOTe/INAa/IbHbIX KNEeTOK

HapyweHune COOTHOLWEHUA NPO- U AaHTUBOCNANINTE/IbHbIX MeAnaTopoB BOCNaneHusa

U

AKTUBaLMIO U arperauuio TpomboLUTOB

U3meHeHUue peonorum Kposu

U

DedeKTtbl B cucteme pnbpuHonusa

O6pa3oBaHne mMKpoTpomboB




«[MOpPOYHbIN KPYr» natoreHe3a NopaXXeHus Nerkux
npu CB

UMMyHORnornyeckue

caOBUru:

* CUHTE3 ayToaHTUTEN NaTtomopdonornyeckue

*  VHunbTPauma N3MeHeHuA:
NWMMYHOKOMMETEHTHbIM *  MyKOMaHoe HabyxaHue
N KneTkamu, Bolbpoc e ¢$UBPUHOMAHDBINA HEKPO3
LMTOKMHOB * nponndepauyms

* MHEBMOCK/1epo3

CTpYKTYypHbIE

U3MEHEeHUA TKaHU:

* npucoeguHeHue
BTOPUYHOM
MHPEKLUUN




bone3sHb KaBacakwu

e CAM3UCTO-KOXHbIN NMMPOHOAYNAPHBLIN CUHAPOM
(cMHapom/6onesHb KaBacaku) - ocTpo npoTeKatollee
cuctemHoe 3aboneBaHmne, XxapakTepusytoLeecs
NPENMYLLLECTBEHHbLIM MOPAXKEHNEM CPEAHUX N MENKNX
apTepun (apTepunT), pa3BUTUEM AECTPYKTUBHO-
nponndepaTtnBHOro BackyauTta. MHoraa B npouecc
MOTYT BOBNEKATbCA aopTa U ApYyrne KpynHblie apTepun.
Hanbonee yacto cuHgpom KaBacaku BcTpevaeTca y
AEeTeN rpyaHOro 1 paHHero Bo3pacTa.

e CuHapom Kaacaku (CK) - ognH u3
MNArHO30B, KOTOPbIN A0XKeH 06A3aTeNbHO
PACCMaTPMUBATbLCA B Ka4ecTBe NpUYnHbl GebpuibHOM
NNXOPaaKU Yy AeTeun.



OCHOBHblE ANATHOCTUYECKUE KPUTEPUMN

HAuazHo3 «CuHopom Kaeacaku»: 5 u3 6 kpumepues
(0bazamenbHa nuxopadka) unu 4 (3) kpumepus +

KOPOHOPHbIEe OHEe8puU3MBbl.
MeHbwe Kpumepues+ nopaxceHue CCC = «HenosHbil
cuHopom Kasacaku»

1. Nluxopaaka po 382—-40°2 >5 aHewn Ao 4 Heq. un >

2. [ABYCTOPOHHMM KaTapa/ibHbli KOHBIOHKTUBMUT

3. MopaxkeHue cAn3nucTo 060104KKU ryb u
NONOCTU PTa: CyXue KpacHbie noTpecKaBLwwuecs
rybol, Ha 2 - 3 He. «MaNMHOBbLIU» A3bIK

4. U3meHeHUA AUCTaNbHbIX OTAENOB
KOHEYHOCTEN: 3pUTEMA,NNOTHLIN OTEK KUCTEHM U CcTON,
Ha 2-3 Hepa, wWenyweHue nanbues



OCHOBHbIE KNNTUHNYECKMUEe AnarHoctn4yeckKkue Kputepum

5. VIameHeHns ancrarnbHbIX OTOE0B
KOHEYHOCTEMN:

aputemMa 1 nrnoTHbIN OTEK KNCTEN U CTOT,
Ha 2 — 3 Hepa. - WwenyLweHue

6. WenHaa numdageHonartusa, yawle
OAHOCTOPOHHSASA




Lpyaue nposienieHus

ApTpanrun/noNUapTPUT MENKUX CyCTaBOB KUCTEWU U
CTON C NOCNEeAYIOWUM NOPaXEHUEM KONEHHbIX W
rONEHOCTONHLIX CyCTaBOB NOABNAIOTCA Ha NEPBOWA
HeJenu y NONOBUHbL!I BONbHbIX

NopaxeHnue XKT, nevenu (40-45%): 6onu B xuBoTe,

Anapes, renatomeranua (MoxeT ObiTb xenTyxa),
BOAAHKA XEN4YHOro Ny3bIpA

[opaxeHue novek: NeUKOUUTYPUA

Nopaxenue LIHC (peako): acentu4eckui MeHUHIUT,
napes NUUEBOro HepBa, MO3IrOBLIE UH(DAPKTHI.

MoryT ObiTb NErovHbLIe UHUNLTPATLI U NNEBPanbHbLIW
BbINOT.




[lopaxeHue cepdeyHo-cocyoucmou cucmemMbl —

xapakmepHasi ocobeHHocmb CK

* Muokapaut

NaNUNNAPHLIX MbILLIL)
* [lepukapaut

aHeBPU3M, KOPOHAPUT)

B ocTpou ctagumu:

* [lopaxeHue KknanaHHOro annapata (BanbBYNWUT, AUCYHKUMA

* HapyweHua putma u NPOBOAUMOCTH
* W3meHenun xopoHapHLIX apTepui (aHeBpu3Mb!, paclumpexue 6es

Puc [ons pneten nmerowmx AKA cpeaun
3aboneBwnx B Bo3pacte 4o 1 roga u crapwe

0O AHeBpU3MblI KAHeT

Oo/o ]
2802 7 B AHeBpU3MbI KA na
40% 1
30% 1
20% 1
10% 1
0% -

go 1roga 1rog 1 mec-5 net

B nocneayiowem:
WUBC, nHapkT Muokapaa,
CBA3aHHbIE C

nporpeccupylowum
CTEHO30M 1Unu Tpombosom KA
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Диаграмма6

		Поражение коронарных артерий (КА) в зависимости от дозы ИГВВ		Поражение коронарных артерий (КА) в зависимости от дозы ИГВВ
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Лист1

		Поражение коронарных артерий (КА) в зависимости от сроков начала лечения ИГВВ
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		Формирование аневризм КА в зависимости от сроков начала лечения ИГВВ
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Поражение КА Нет
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Аневризмы КА Да

Аневризмы КА Нет

Формирование аневризм КА в зависимости от дозы ИГВВ (в г/кг)
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Аневризмы КА Да

Аневризмы КА Нет
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* KAnMHWMYecKu: Kawenb, puHopen

* PeHTreHonornyeckme NPU3HaKU NoparKeHmAa nerkmnx
BCcTpeyvatoTcAa B 15% cnyuaes. [10ABNAOTCA OHU, KaK
npasuno, B TeyeHue nepsbiXx 10 AHEeN. YKa3aHHble
CUHAPOMbI U CUMNTOMbI MPOXoAAT beccneaHo yepes
2-3 Hep.



[emopparmyeckmm BacKyInT

 eMopparnyeckumn BacKynuT (CUHOHUMBI:
aHaunakTnyeckasa nypnypa, KanumapoTOKCUKO3,
bonesHb LLleHnenH - [eHoxa, peBmatongHasa nypnypa)
— 9TO CUCTEMHOEe 3aboreBaHue, Bbi3BaHHOE
reHepanu3oBaHHbLIM BOCMNaneHnemMm MeSiKUX CoCyno0B,
apTepuon, Menknx Kanunnspos, a Takke
nepuBacKyndapHbIA OTEK C KNETOYHON NHUNLTpaLneEn
HenTpodunamMmm n apuTpounuTamMu.

 KnuHuka: ceinn, nHorga conpoBoXaarLmnecs
aHIMMOHEBPOTNYECKMMU OTEKAMU, CYyCTaBHOMN,
abaoOMUHAarbHbIN CUHOPOM U MOPaXXeHUe MNoYeEK C
Pa3HOW YaCcTOTOU U CTENEHLIO.



e [lopa)keHune nerkmx, obycioBaeHHoe
KanUANAPUTOM MeXKa/IbBEONAPHbIX MEeperopoaokK
C Aeno3nMTamun MMMYHOT/106yIMHa
A, Habntopaetca peako. OCHOBHbIMMU
CMMNTOMaMM €ro ABAAIOTCA MA/IONPOAYKTUBHbIN
Kallenb, KPOBOXapKaHbe, 04blllKa, BO3HUKAOLWME
B pa3rap 60s1e3HMn Ha GOHe remopparnvecKkmnx
BbICbIMAaHUW, apTPUTa, omepynoHedpuTa. Mpu
oCMOTpe DONbHbIX BbIABAAIOT B/IaXKHble XpUMbl
WU KPENUTALMIO B IETKUX, NPU peHTreHorpadmm
- NPU3HAKMN COCYANCTOro MHEBMOHUTA UJIU
MHOXeCTBEeHHble MUHOUNLTPATbI.



Andody3Hoe nero4yHoe KpoBoTeHEHUE
npu 6onesnun LLleHnenHa-feHoxa

Y <




CnHgpom yanacyepa

e Cnnpgpom lNyanacuepa - remopparnyeckmii BacCKymT
HEN3BECTHOM 3TUOJIOTUU, XapaKTepm3ytolleecs
Nopa*KeHMem Nerknx (NeroyHbie KPoOBOTEYEHUSA) U
noyek (romepynoHedpuT) U BCTPEYAIOLLEECA Yalle Y
MONOAbIX MYXYUH. Y 90 % 60NbHbBIX B KPOBU
LMPKYIMPYIOT aHTUTENa K Ba3anbHOM membpaHe
KNyH6OUYKOB NoYyeyHbIX Teneu n anbseon. Hanbonee
TUNMUYHbIE MOPHONOTNYECKNE M3MEHEHNA B NETKUX -
NEeCTPYKTUBHbIE KanUANAPUTbI MeXKa1bBEONAPHbIX
neperopoaoK c remopparn4eckom nHeBMoHMeN. MNpu
MeaIeHHOM NpPorpeccmMpoBaHmnm 3aboneBaHunsa
npeobaagatot o4arosbiv UNM ANGEPY3HbIN
remocuaepos unm Gmnbpos Nerkux.



KAanHuKa

OCHOBHbIMW CUMMNTOMaMM MOPAXKEHUA NETKUX ABNSAIOTCA KPOBOXapPKaHbe
N Nero4yHoe KpoBOoTeYeHMEe, KOTOPOE MOXKET ObITb KaK IErKUM, TaK U
KpalHe TAXKeNblM, YrpoXKatoLWmnm *K1U3HM 6onbHOro. bonesHb HauMHaeTcs
OCTPO C MOBbILEHUA TEMNEpPaTYPbl TeNa, KPOBOXapKaHbA, YMEPEHHOM
OZbILWKN U Kawna. MIHoraa nocne anusoaa KpoBoXapKaHbA HabatoaaeTca
OTHOCUTE/IbHaA PEMUCCUA NErOYHOTO NpoLecca, 0AHAKo Yalle
remopparmyeckas MHEBMOHUA pPeLnaMBUPYET, YTO NOCTENEHHO NPUBOAUT
K Pa3BUTUIO reMoCUaepo3a Nerknx n andpoysHoro MHTEPCTULMANbHOTO
dnbpo3a c nporpeccmpyoen AbixaTeibHON HeAOCTaTOYHOCTbIO
PECTPUKTMBHOIO TUNa. BcKope nprucoeanHAKTCA CUMNTOMbI
rnomepynoHedpuTa (NpoTenHypus, rematypus), KOTopblit bbicTpo
NporpeccnpyeT n NPUBOAUT K NOYEYHOM HEeJ0CTaTOYHOCTU C ONUTYPUEN
V}Ke yepes HeCKO/IbKO Heaeslb Uan Mecsues.

NHorpa 3aboneBaHme pa3BMBaeTCA NOCTENEHHO, 6ONbHbIE }KaNyoTcs Ha
MaNIoNPOAYKTUBHbIN Kalliesib C BblAeeHNEeM MOKPOTbI C MPOXKUIKaMMU
KpOBW, HapacTaloLwyo oabillKy, cybdebpunmTer.



PeHTreHONOrMYecKn B Nerknx oOHapyXKMBatoT ABYCTOPOHHME
oyarosble TeHU BaMXKE K KOPHAM, @ BO BPEMA NEFOYHOIO
KpoBoTeyeHus - AnpPy3Hoe Nbi1eBUaHOE 3aTEMHEHUE,
obycnoBneHHOEe CKONJIEHNEM KPOBU B anbBeonax. MNpwu
XPOHMYECKOM TEYEHUM NETOYHOI0 NPoLEecca HapacTatoT
NHTEPCTULMANIbHbIE U3MEHEHUA B TKAHU NErkmnX.MNoCTOAHHbIM
nabopaTopHbIM NPU3HAKOM ABNAETCA KenesoaePpmunTHas
aHemusA, obycnoBneHHasa KposonoTtepen. CO3 peakKo
yBenm4yeHa. B MoKpoTe BbiABNAIOT MaKpodaru, cogepalime
remocmaepuH (cuaepodarm).

Mpr UMMYHONOrMYECKOM NCCNE0BaHUN BbIAB/IAIOTCA
aHTUTenNa K 6asasibHOM membpaHe K1ybo4YKOB NOYEYHbIX Tenel,
N aNbBeO.



TMNn4YHaAa peHTreHoNorn4yecKas
KapTUHA
npu cMHapome lyanacyepa




BacKkynutbl, accoummpoBaHHbie ¢ AHLA (AAB)

[pynna BaCKyAUTOB MeJIKUX COCYyA0B, KOTOopble
XapaKTepusyroTtca npucytctesnem AHUA B UmMpKynaumm u
OMUCLIBAOTCA KaK Ma/IOMMMYHHble (OTCYTCTBUE MU MAJIOE

KO/INYEeCTBO MMMYHHbIX AEN03UTOB B CTEHKE COCya0B).

v’ MuKpocKkonuuyeckui nonmadrumut (M)

v'TpaHynemaTos € NoIMaHrIMUTOM (NpexxHee Ha3BaHue
[paHynemaTo3 BereHepa)

v'303MHODUNBHbBIN rPaHyNEeMaTo3 C NOANAHIUUTOM
( c-m Yepparka- Ctpoc)
v BacKy/nuT, orpaHUYEeHHbIN NOYKaMM



IdunarHocTtuka nopaxeHusi opraHoB AbiIXaHUA
npu AAB

TpebyeTtca ueneHanpaBaeHHbIM NOUCK NOPAKEHUS
PEecnMpPaToOpPHOro TpaKTa ¢ 06s3aTe/IbHbIM
nposeaeHMem pUHOCKONUU, NapuUHrockonuun, KT
NPUAATOYHbIX Na3yX U JIETKMX, NOCKOJIbKY AaXKe
Bblpa*KeHHble U3BMEHEHUA B NPUAATOUYHbIX Na3yxax
npu KT 1 TAXenoe noparkeHune erknx c
o06pa3oBaHMEM MHOKECTBEHHbIX UHPUNLTPATOB C
NEeCTPYKUMEN MOTYT NPOTeKATb BeCCMMNTOMHO UK
CONPOBOXAATbCA CKYAHOU KNNHNYECKOM
CUMMMTOMATUKOWN. PeHTreHorpaduma rpyaHomn KNeTKu
obnagaeTr meHblEN MHPOPMATUBHOCTLIO, Yem KT.



Bl (nopaxeHune yxa, HOca, ropna)

MA-90%
MMA-35%
3IMA- 50%

S13BeHHO-HeKpoTUyecKkoe

* CUHYCUT, pPUHUT NN BOCNANEHMUE nospexaeHme Hoca npu A

rna3a (anucKkNepuT, yBeuT, UPUNT)

* MoXeT 0CNOXKHATbLCA nepd)opau,mef/i CknepuT y 60n1bHOM
HOCOBOW NMeperopoaKku, pa3BuUTMeEM MnA
TAXKENOoro AeCTpyKTUBHOTIO
NAaHCMHYCUTA C PAaCNPOCTPAHEHMNEM
rPaHy/IeEMATO3HOM TKaHWN B OpOUTY,
notepeu cayxa, NnoArnoTOYHbIM
CTEHO30M rOpPTaHM

JlecTpyKuusi HOCOBOM
neperopoaku y naumenta c MA
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[Topa*KeHne nerkmnx

[MA — 90%
| / ?«f 2 "~ 3rnA-70%

*%\y MMNA- 50%

|
fibrotic cavitated
lesions lesion

CneBa: Rg-rpaMma, nokasbiBaowme 2 MHpunbTpata C HEPOBHBLIMU KPasiMU.

(ripasa: Rg-rpamMmMa [pyroro naumeHTa — y3en ¢ pacnagom. OTMeyaercs
HEepPOBHAs TOHKA CTEHKa NoJsoCTy

JlerouHo-noueyHbln cMHAPOM — Yy 60/1bHbIX ¢ AAB, nmeeT 0bblYHO TOpNNAHOE
TeYeHMe, HECMOTPA Ha nedyeHune. JleroyHoe NoparKkeHne accoummnpyeTcs ¢
MNOBbILUEHHON CMEPTHOCTbIO

Cnekmp nposaeneHuli — oT NeTy4nx UHPUAbTPATOB, a/IbBEOIUTOB A0 TAMKENbIX
NeroYHbIX KpoBoTeyeHui (accoumnmpytotesa c MP3).

Mpu Rg-rpadpum onpegensetca B Buae y3/108 UAU MHOUNLTPATOB, CKIOHHbIX K
pacnaay u $opMMPOBaHUIO NOSIOCTEN



JTabopaTtopHasa anarHoctuka AHUA- CB

» AHUA c umtonnasmaTtmyeckmm TUMNom
nMmmyHodnyopecueHTHoro ceedyeHma (WLAHUA) nau
aHTUTeNna K MP-3 BbICOKOYYBCTBUTE/IbHbI U cneunPunyHbl ANA
MA (6bonee 90%). AHLUA c nepnHyKneapHbIM TUNOM
ceeyeHma (NAHLUA) obHapykumsatoTy 70 % 6onbHbix IITIA,
HO He Bceraa co cneundudHocTbio K MIMO. Mpmn MIMA #
nanonatnyeckom BIMNIMH npmmepHO ¢ 0AMHAKOBOM YaCTOTOM
obHapyKusatoT aHTuTena K MP-3/uAHUA v aHTuTena K
MMO/nAHUA. AHUA, aBnasacb BaXKHbIM AMArHOCTUYECKUM
mapkepom AHUA-TH, nmeroT HeBbICOKYHO LLeHHOCTb ANA
MOHUTOPUPOBAHMA aKTUBHOCTU 3aD60/1€BAHMA, NMOCKONbKY
MOTYT NPUCYTCTBOBATb B CbIBOPOTKE KPOBU AaXKe BO BPeEMA
NOJIHOW KZIMHUYECKON pemMmnccum 3aboneBaHus.



JTabopaTtopHasa anarHoctuka AHUA- CB

» OCHOBHOE 3HaYeHue nmeeT onpeaesieHne B
CbiBOpPOTKe Kposu AHLUA meTtoaom Henpsamou
nMmMmyHodayopecueHUnmn (C UCNoNb30BaHMEM
HEUTPOPUNOB 340POBbLIX AOHOPOB, PUKCUPOBAHHDIX
3TAHO/I0M) NN C MOMOLLbIO UMMYHOPEPMEHTHOTO
aHanun3a c onpeaeneHmem cneunPpuyHoCTU K
npotenHase-3 (MP-3) nan mmenonepokcuaase
(MMO). XapaktepHo ysennyeHune CO3,
KOHUeHTpaunn CPb, HOPpMOXPOMHaA
HOPMOUMUTAPHAA aHEMUA, YMEPEHHbIN
TpomboLUNTOS3.



AHLIA — cemencTBO aHTUTEN, pearnpyrowmx ¢
PA3TMYHbIMN KOMMOHEHTaMU NEPBUYHbBIX
rpaHyn UMTOoNAa3mbl HEUTPODUNOB: aHTUTENA
K NnpoTenHase-3 1 aHTuTena K

MUenonepoKcuaase.
" AHUA (aHTuHelTpodunbHbie AHTUHEATPOPWNBHEBIE
H &
o o e i LMTONNEIMaTHYECKNE aHTUTena (AHLLA)

MpoctumynupoearHHbie AHLLA
HelTpodUabl HaNagawT Ha
CTEHKY cocvAaa



UHCTPpYMeHTaIbHaA AUArHOCTUKA

[Ona AMarHOCTUKM aHAaTOMUYECKMX NU3MEHEHUU BO
BHYTPEHHMX opraHax (0cobeHHO NEérkux), B
opbuTe, NPUAATOYHbIX Ma3yxax HOCa N B TOPTaHMU,
a TaK)Xe AnA obHapy*KeHMA aKTUBHOTIO
BOCMNA/IMTENbHOIO NPOLLEecca WMPOKO
MCNOJIb3YIOTCA METOAbl IY4EBOM U
PAINON30TONMHOM ANArHOCTUKM:
peHTreHorpadua, KT, MPT, cumHTUrpadpuma c
ranamem-67 v NO3UTPOH-IMUCCUOHHAA
Tomorpadusa ¢ 18-pTopAeoKCUTNTIOKO30MN.



Mopdonornyeckasa AMarHOCTUKaA

30/10TbIM CTaHAAPTOM A4 NOATBEPKAEHUA
[AMNArHO3a BAaCKY/IMTA OCTAETCA FTMCTONOrnYecKoe
nccnepoBaHMe NOPAXKEHHON TKaHU (CAN3UCTOM
000N104YKM HOCA, TKAHU NETKOro, KOXM Unu
MOYKMU, TPAHYAALNOHHOU TKAHM OpbObUTLI rNa3a),
NoJly4aemom B Xoae onepaTUBHbIX
BMELLATENbCTB UK NYTEM bruoncum, c
obHapyxKeHnem ¢MbpUHONAHOIro HEKPO3a U
BOCMNa/ZIEHNA CTEHKM COCYA0B B COYETaHUU C
NepPMBACKYNAPHbIMM U 3KCTPaBa3aibHbIMMU
rpaHyneEMaMM.



anI rmcrTonorn4eCcKom mnccrfieaoBaHn BbiABNAKOTCA NMPU3HAaKN aHr<MNUTa C
AeCTPYKTUBHbIMU NBMEHEHUAMU B TKaHu nerkux BOKpPYr CTeHOK coCcyaoB
BCTpe4aloTCA rpaHynemMmbl, COCTosdALllne U3 anntesinasibHbIX KJeTok, ractuoumMToB
U M’MraHTcKunx Knetok. Menkue ovaru HeKpo3a.



[paHynemaTo3 BereHepa

ObicTponporpeccupytolee
3aboeBaHie HeBbIACHEHHO
3TWUOIOMK, aCCOLMUPOBAHHOE C V3T sinuses
BbIpabOTKOI ayTOaHTUTE % o7 G
(aHTUTEN K UuTONNAa3Me \\' e
HeUTPOUNOB) U Y Va
XapaKkTepuayoLeecs
COYeTaHHbIM BOCNaNMTENbHbIM | /l/ﬁfla\‘ |
NOPaXKEHeM HECKOMbKIX OPraHoB | wwé | \

MNodule

Trachea

- Hean

(4aLLe BCero nerkux 1 novek, a caneieT SRR
TAKXE BEPXHUX ObIXaTEJIbHbIX jla i
HYTeM, OpFaHOB 3peH|/|;| " CJ'Iyxa), Wegener's Granulomatosis
B OCHOBE KOTOPOro NEXUT

BACKYIUT MEJKMX COCYA0B C

0bpasoBaHMeM rpaHynem.




RAWHUKA rpaHynemaTto3a BereHepa

5 _ Masa:
oTOBas qogﬁocrb. A3Bbl - Ncesaoonyxonu,
Ha nuaucTon obonouke pra. - KOHBIOKTVUBMT.
. P~ Heg
erkue: - yaywbe,
- NONOCTH, - HOCOBbI€ KPOBOTEYEeHUA,
- KPOBOTEYEHMS,

- CennoBuaHbLIN HOC.,
- Nero4yHble MHPUNLTPaTLI.

Cepaue:
‘/ - NepUKapauT.
Koxa: J
- Y3€MNKM1 Ha NoKTe, \\‘“

Mou4ku:
- nypnypa. - rnoMepynoHedpuT.

NMonoxurenbHbIA TECT Ha

aHTu-HenTpogunos
B uMTOonnasme
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MpaHynemsbl U NATHUCTBLIN Héxpua&“, |

B KPOBEHOCHbIX COCyAax |




AunarHoctuKa I'B

TpebyeT KOMNNEKCHOro aHann3a ocobeHHOoCTEN
KIMHNYECKOMN KapTUHbI U TeyeHna bonesHn. Ha paHHUX cTaamnax
6onesHn NpPoBOANTCA aHTMDAKTEPUANbHOE NevYeHMe B CBA3U C
OWMNO6O0YHbIMU AMATHO3aMU «BaKTEpPUANIbHBIN CUHYCUTY,
«MHEBMOHUAY, KTYOEePKYNE3 NErKMX», U He3DDEKTUBHOCTD
aHTUOMOTUKOB B TAKMUX CUTYALMAX PAaCCMATPUBAETCA KaK OAMH U3
BaXKHbIX KIMHNYECKUX aprymeHTOB B nonb3y CB. B cayyae
AMNATHOCTUKN HA PaHHEWN CTaANUN KPEBMATONOHOIO» NN
«PEeaKTUBHOro» apTpuTa Heobxoammo obpallaTb BHUMAHUE Ha
Manyto apPpeKkTnsHocTb neveHmna HMNBI n HU3KMMmK aoszamm
[MTIOKOKOPTUKOUAOB, HE NPeAoTBPALLAOLWMMMN, KaK NPaBUIO,
NPOrpeccupoBaHUA NOKANbHbIX U CUCTEMHbIX NPOABNEHNN
6onesHu.



JlabopaTopHaa anarHoctuka B

KAWHUYECKNIN aHANU3 KPOBU BaXKeH ANA OUEHKMU
BocnanutenbHou aktmsHoctu (CO3, nekouuntos). C aTom
e uenbto onpeaenatoT 3HavyeHus pubpuHoreHa u CPB,
Tak»Ke paktopa BunnebpaHaa, anaotenmHa-1 u gpyrux
MapPKEpPOB 3HAO0TE/INANIbHOU AUCPYHKLUMN.

N3 UMMYHONOMMYECKUX NCCNEeA0BAHMNM KNOYEBAA POb
NPUHAANEKUT ONpeaeneHUo aHTUTEN K UMTon1Ia3me
HENTPODUNIOB: aHTUTENA K NPOTEenHase-3 U aHTUTena K
Mmuenonepokcmngase.

Bonbloe 3HayeHne nmeeTt 1abopaTopHana OLEHKA
GYHKLUNN }KU3HEHHO Ba*KHbIX OPraHoOB, B NEPBYIO
oyepenb Noyek: onpegeneHme KpeatTMHUHa U
3NEKTPONUTOB CbIBOPOTKU, pacHET CKP, KOHTpONb

NnoKa3aTteneu O6LLI,€I'O dHAd/1IN3a MOYN.



[paHynemaTto3 BereHepa

> Y nopasnatoLwero 6onbwmMHCcTBa 60abHbIX (bonee
90%), pa3BMBaETCA HEKPOTU3UPYIOLLLEE
rpaHysnemato3Hoe BocnaneHune BAl: A3BeHHO-
HEKPOTUYECKUN PUHUT, CUHYCUT, NOPaAKEHME OPraHa
C/1yXa, BOBJ/IeYeHne Tpaxen n ropTaHu C
dopmMmmnpoBaHMEM NOACKNAAOYHOM rPaAHYNEMDI.
MaTonoruna BAI moXKeT oCnoXKHATbCA Nnepdopaumen
HOCOBOW NeperopoaKkm ¢ popMmmupoBaHNEM
ceanosmnaHon aepopmaumm Hoca, Pa3BUTUEM
TAXeNnoro AecTpyKTMBHOIO NaHCUMHYCUTA C
pPacnpocTpaHeHNnem rpaHyN1emaTo3HOM TKaHU B
opbuTy, NnoTepeun cnyxa, CTEHO30M ropTaHMu.



[paHynemaTto3 BereHepa

» MNoparxeHune nerkmx (50- 70%) xapaKtepusyercs
HEKPOTM3UPYIOLLLMM FrPaHYN1EMATO3HbIM
BOCNaseHNUEM, KOTOpOeE NPn peHTreHorpadmnyecKom
nccneaoBaHMM onpeaenaeTca B Buae y3nos Uan
MHPUNBTPATOB, CKNOHHDbIX K pacnagy u
dopMUPOBAHMIO NOSIOCTEN. B Kaxkaom nATOM
c/lydae NnoparKeHme nerkmnx npoTeKaet
6eccMMnNTOMHO, C OTCYTCTBMEM *Kanob Ha Kawenb u
CKYAHOW ayCKYNbTaTUBHOM KAaPTUHOWN AaxKe npu
TAXKE/IOM NOPaAXKEHUM.



s s

[TopaXXeHune nerkmx

LightSpeed RT SYSHCTO1_0CO Clinic Hospital 86 FMBA

B nerknx obpasytotca rpaHynembl,  EEgER
HepeaKo pacnajatouwmecs, 4to

NPMBOAUT K KPOBOXapPKaHbIO M 1
PA3BUTUIO AbIXaTeNIbHOM
HegocTatouyHocTu. Y 1/3 naumneHToB
rPAHYNEMbI KIMHUYECKN HUYEM
ceba He nposaBnAoT. Bo3amoKHO
Pa3BUTUE NNIEBPUTA,
ayCKYy/IbTaTUBHO NPOABNAOLLETOCH
LUYMOM TPEHUA naespbl. TakKe
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PeHTreHonormyeckme CHUMKMU
6o/1bHOIo
C rpaHy/nemaTo3om BereHepa
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303UHODUNBHbBIN FPAHYIEMATO3
c nonnaHrnmTom (HYepaxa- Crpoc)

EDOHXMafIbHaFI dCTMaAd

R

3aTpyaHeHue AbiXxaHua nam aAndPy3Hble Xpunbl Npu BAOXE.

R

Jo3nHopuana > 10% ot obLero Konmyectsa N1EMKOLMTOB.

R

PeHTreHonormnyeckue NPU3HaAKWN NEro4HbIX MH(I)MJ'IpraTOB

da

Murpupytowme nam npexoasiine Iero4Hble MHPUAbTPATHI,
BbIAAB/IAEMbIE NPU PEHTIEHOIOTMYECKOM UCCNeA0BaHUN.

.

p

[laTonorna ranmopoBbIX Nasyx bonb nnu
PEeHTreHoN0rn4yeckne nsmeHeHuA.




J03UHOPUNBHbIN FTPAaHYNEMATO3
c nonnaHrumnTom (Yepaxa- Ctpoc)

 Ha nepsbin nnaH npu cuHgpome Yepaxa-Crtpocc
BbIXOAUT nopaxkeHue nerkux. lNpwu
MCTONOrM4YeCKOM mnccregoBaHNM BbISBAKOTCS
MHTEPCTULUMArbHblE U NepUBacKynsapHbIe
903MHOMUNbHbIE MHAPUNETPATLI B CTEHKAX
NIeroYHbIX Kanunnspos, 6POHX0B, DPOHXNOS U
anbBeors, nepuBa3sasibHbIX 1 nepunnMmdaTnyeckmnx
TKaHsAX. MHunbTpaThl UMEKT pa3HOObpa3sHyto
dopmy, 0ObIMHO NTOKaANU3YyTCA B HECKOSTbKUX
CerMeHTax nerkoro, Ho MoryT pacnpoCTpPaHATLCA
Ha BCIO Nero4Hyto gonto. Kpome octpodasHbIixX
BOCManuUTErNbHbIX peakuun, OTMeYatoTCH
PyOLIOBbIE CKITIEPOTUYECKME N3MEHEHUA B cOCyadax
N NEro4YHON TKaHMW.



J03UHOPUNBHbIN FTPAaHYNEMATO3
c nonnaHrumnTom (Yepaxa- Ctpoc)

e [1py TUNNYHOM TEYEHUN CUHAOPOM
Uepaka-CTpocc Ha4YMHAETCs € nopakKeHus
pecnupaTopHoro TpakTa. [loasnsatoTcs
annepru4ecknin pUHUT, CAMNTOMBI
HOCOBOW OOCTPYKLIMN, NONUMNO3HbIE
paspacTtaHusa CriM3ncTon Hoca,
peunanBupytoLLIe CUHYCUTBLI, 3aTaXHble
BPOHXUTBLI C ODPOHXOOBOCTPYKTUBHBLIM
CUHOPOMOM, ODpOoHXMarbHas actma.



J03UHOPUNBHbIN FTPAaHYNEMATO3
c nonnaHrumnTom (Yepaxa- Ctpoc)

 BTtopasa ctagna xapaktepusyeTtcd NoBbllLEHUEM
YPOBHA 303MHOMUNOB B Nepnepmnyeckon Kposu v
TKaHAX; NpodaBNseTca TAXenbiMyu doopMmamm
OpPOHXManbHOM acTMbl C CUNBHBIMU MPUCTYNaMu
Kallna v 3KCNMpaTopHOro yayLbs,
KpoBoxapKkaHbeM. [MpncTynbl bBpoHxocnasma
COMPOBOXOATCHA BblpaXXeHHOM cnabocThblo,
ONNTENbHOW NNXopagKkou. Mnuanruen,
noxygaHnem. XpoHu4deckas 303nMHopunbLHagqa
MHUNBTPaLNA NETKNX MOXET NMPUBECTU K
Pa3BUTUIO OPOHXOIKTATUHECKON DONE3HMN.
903MHOMPUNBLHOU MHEBMOHUN. 303NHOMUINBLHOIO
nnespuTa. [1pn nosasneHUn nnespanbHOro BbinoTa
OoTMeYaloTca 00nn B rpyaHOU KNETKE npu
OblXaHUW, yCUneHne oabILLKWU.



J03UHOPUNBHbIN FTPAaHYNEMATO3
c nonnaHrumnTom (Yepaxa- Ctpoc)

o TpeTba CcTagua xapakTepusyeTcs pa3BUTUEM
N JOMWUHUPOBAHUEM MPU3HAKOB CUCTEMHOIO
BacKynuTta ¢ NonMopraHHbIM NopaeHnem.
[1pn reHepanusauumn cnHapoma Yepoxa-
CTpocc cTeneHb TSAXeCcT DpPOHXMUanbHOW
acTMbl yMeHbLUaeTcs. [epuoa mexay
NosAABNE€HNEM CUMMTOMOB OPOHXMAarIbHOW
aCTMbl U BaCKyrnmTa COCTaBISET B CPEAHEM
2-3 roga (Yem Kopo4e NpoMEXYTOK, TeM
HebnaronpuaTHee NpPorHo3 3abonieBaHus).
OTmevaeTcs Bbicokasi 903nHopununa (35-
85%).



J03UHOPUNBHbIN FTPAaHYNEMATO3
c nonnaHrumnTom (Yepaxa- Ctpoc)

* PeHTreHorpadouna opraHoB rpyaHOU KreTku
npun cuHapome Yepaxa-CTpocc Nno3BonsaeT
OOHapyXNTb OLICTPO UcHe3arLne,
OorpaHU4YeHHbIE 3aTEMHEHNS U OYaroBble
TEHWN B NErKnX, Hanu4ymne nreBpanbHoro
BbinoTa. [pn dbuoncum nerkoro
onpenenseTrca rpaHynemaTo3Hoe
BOCNareHmne Menkux cocyaos,
MHPUNLTPAaTbl B OKOJTOCOCYAUCTOM
NpPOCTPaHCTBe, coaepallume
ANRVIHONOIA AL



MuKpockonunyeckmnim nonmaHrnmnt (MIMA)

» Matonorusa nerkux (35- 70%) npn MIMNA npeacrasneHa
HEKPOTU3UNPYIOLWMUM a/ibBEONUTOM. [Tpun
peHTreHonornyeckom obcneaoBaHMM BbIABAAIOT
MHPUNbTPaTbl 6e3 pacnaga, 4acTo € peakumnen
nnespbl. [loparkeHne nerkmnx npmn MIA npoTeKaeTt
TAXKeno (0cobeHHO Npu HaANYUU aHTUTEN K
npoTenHase-3), y N0J10BUHbI O0/IbHbIX OCNOKHAETCA
JIEFOYHbIM KPOBOTEYEHUEM, YTO B KaXXA0OM BTOPOM
cny4vyae ctaHoBUTCA daTanbHbIM. Mpu MIMA
rmnepnpoaykumen aHTUTeN K MMEeNonepoKcnaase
ONMcaHbl cnyyan pnbpo3npyroLLLEro aNbBEOINTA.



Beunay ype3Bbl4anMHO peaKou
BCTpeyaemocTtn bonesHun BereHepa (EB) B
NETCKOM M NoAPOCTKOBOM BO3PacTe,
He0CTaTOYHbIMM 3HAHUAMM NEeANaTPOB
NEPBUYHOTO 3BEHA O XapaKTEPHbIX
CMMNTOMAX 3aboneBaHuA u
ocobeHHOCTAMM Tepanuun, NnpeacTaBasem
MaTepmanbl COOCTBEHHOIO KIMHNYECKOTO

HabaoaeHus.



Manbuuk J1.,16 net (nctopusa 6onesnm Ne 2562),
noctynun B PAKB B anpene 2020 r. ¢ }kanobamwu
Ha BbICOKYIO TemnepaTypy Tena, 6onb u
NPUNYX/1I0CTb CYCTaBOB, KPOBOU3UAHUA HA
HOrax n B 06/1aCTM MOLLOHKMW.



AHaMHe3 }XN3HU

PaHHWM aHamHe3 be3 ocobeHHocTen. [puBuT,
OCNOXHEHMN NOCNEe NPOBOANUMbIX BaKUMHALUMN He bblno.
Pa3BmBanca coorBseTcTBeHHO BO3pacTy. COCTOUT Ha
ANCNAaHCEPHOM Y4YeTe Y OKY/IMCTA NO NOBOAY
runepmeTponmm cnabomn cteneHmn oboux rnas, rnybokou
ambanonuu neBoro rnasa.

[1Ba roga Hazan NepeHec OTKPbITYHO YePENHO-MO3roBYyHO
TPaBMYy, YN roIOBHOrO MO3ra JIEFrKOW CTEMEHMU,
cybapaxHonaanbHoe KPOBOU3INUAHME B MPaBYIO
TEMEHHO-3aTbIZI0OYHYI0 061acTb. CeMenHbIM aHaMHE3 Mo
3aboneBaHMAM € BeAyLWMM MMMYHOMATO/IOTMYECKUM
CUHAPOMOM He OTATOLLLEH.



AHamMmHe3 3aboneBaHuA

B TeueHne nocnegHux 6 mecaues becnokonnu
60/1b KONEHHbIX, TONEHOCTOMNHbIX, NOKTEBbLIX U
naeyesbiX cycTaBax. B pespane 2020 roaa
NOABUANCL OTEYHOCTb M 60/1b B 061aCTK NEBOTO
ro1eHOCTOMHOro U TOKTEBOrO CYCTAaBOB.
Ha3Ha4yeHHblie XMpYyprom v KapamopeBmMaTONOrom
no mecty Xutenbctsa HMBIM (guknodpeHak B/m B
TeyeHune 7 AHEN, 3aTEM HUMECY/TUA, BHYTPb)
OKa3a/In KPaTKOBPEMEHHbIN NONOKUTENbHbIN

3P DEKT.



AHamMmHe3 3aboneBaHuA

Yepes 2 Hepenn Ha Horax NOABU/INCH
remopparmyeckme BbicbinaHmA. B mapTe npu
COHOorpaduyeckom nccneaoBaHUmM roIeHOCTOMNHbIX
CYCTaBOB BbIsiBNE€HbI MPU3HAKU ABYCTOPOHHETO
3KCCYAaTUBHOIO CUHOBUTA C YMEPEHHO
Bblpa*KeHHON MHPUNBbTPALMEN CUHOBUASIBHOM
060104KHM, 6E3 NPU3HAKOB r’MNepBacKkynaApm3auunn.




AHamMmHe3 3aboneBaHuA

B nanbHenwem y nogpocTtka oTMevasancb c1abocTb,
NOBbILEHHAA YTOMAAEMOCTb, CHUXEHMeE anneTuTa. B
KOHLLe MapTa COCTOAHUE YXYALINAOCb, NOABUINCH
Inxopaaka no ¢ebpunibHbiX UMP, 3a/10}KEHHOCTb HOCA,
YCUUANCH MPOABAEHUA KOXKHOIO reMopparm4yecKkoro
CMHApPOMa. BbinonHeHHas B TOT nepuo spemerHn OIrAcC,
No3B0/INNA OOHAPYXUTb B aHTPA/IbHOM OTAENE
6onblLLUOE KONIMYECTBO NOACAN3UCTbIX KPOBOU3NNAHNM
no 0,2 cm B gnametpe. Hepes aBa AHA Y NOAPOCTKA
Habntopganacb NPUMECh aiou KPOBU B Kasie, HAPOC/a
cNnabocTb, OTKA3bIBaNCA OT €4bl, NMOABUANCD OTEK MATKUX
TKaHen 60AbLlIOro nanbLa NeBOU PYKN N USMEHEHHOTO
LBeTa Mo4a (C KOPUYHEBBLIM OTTEHKOM).



Mpn ob6cnenoBaHMM B CTaLMOHape No MecTy
UTENbCTBA AOKYMEHTMPOBAHa aHEMUA
(saputpountbl 2,3 T/n, remornobuH 96 r/n),
nenkouutnbl 10,5 /n, 303. - 5%, nan. - 17%, cerm. -
59%, nnmd. 15%, - MoH. - 4%, Tpomb. - 186 '/n,
CO3 - 25 mm/uac, cnabosblparKeHHbIN aHU3OLUTOS.
CPB: 36 mr/n, P® — non. MoBblweHMe YPOBHH
a30TUCTbIX LWNAKOB MOYeBUHA - 16,8 mmonb/n,
KpeaTUHUH - 258,8 mKkmosb/n. ObLL. aHanm3 mouu:
npotenHypusa 6enok( 0,73 r/n), spuUTpouuTbl - BCE
none 3peHns, nemkountbl 5—8 B n./ 3p.,
rmaanHoBble umnmHapbl 2 — 3 B n./ 3p. Benay

HapaCcTaHUA TAXKECTM COCTOAHMA NepeBeaEH B
KNNHUKY.



[Mpu NOCTYNNEHUN B KIMHUKY KOHCTAaTUPOBAHDbI
noTeps maccol Tena Ao 5 Kr, debpunbHasn
NIMXopazKa, NoNANapTPUT, reMmopparnyeckasn
CbiNb HA HUMKHMUX KOHEYHOCTAX, MOLLOHKE U Ha
CIN3NCTON 060/104KE POTOI/IOTKM.




[lononHunTeNbHble MeToAbl 0bcnenoBaHMA

DKl nonyBepTUKabHAA 3/IeKTpUYeCcKaa Nno3numa cepaua,
AblXaTenbHaA apUTMUA.

[Mpun Y3 noyek n mo4eBOro nysbipA: NPU3HaAKN ABYXCTOPOHHUX
YMEPEHHO BblParKEHHbIX ANDDY3HbIX USMEHEHUN NOYEK C
KOPTMKaNbHbIMU NPOAB/IEHUAMM, YTO MOXKHO OblJIO pacLEeHUTb KakK
OCTPble peHa/ibHble NU3MEHEHUA C NPENUMYLLECTBEHHbIM
NOParKEHNEM KOPTMKANbHOIO OTAea NAPEHXUMBbI.

Y3U *KenyHoro ny3bipa: 3XonpusHaKku ANCXO0INN, CUHAPOMA
CrYLWLEHNA Kenyu.

Ha peHTreHorpamme opraHoB rpyaHomn KNeTKkn neroyHblie nona 6es
04YaroBbIX TeHeW. [IPUKOPHEBOMN /IETOYHbIN PUCYHOK NETANCTOMN
CTPYKTYpbl. CNpaBa B BEPXHEM OTAE/IE PUCYHOK TAXKUCTbIN. KOpHMU

ManoCTPYKTypHble. Cepaue — rpaHnLbl He U3SMEHEHHbI.
CpenocteHune, CMHYCbl B HOpMe.



[lononHunTeNbHble MeToAbl 0bcnenoBaHMA

MynbtucnmpanbHasa KT opraHoB rpyaHOM KNETKU: B JIETKUX HA BCEM
NPOTAXKEHMMN OTMEYAOTCA YY4ACTKU YNNOTHEHUA NE€rO4YHOM TKAHWU
cpeaHen n cnabom MHTEHCUMBHOCTM, YAaCTUYHO MMetloLWwmne
C/IMBHOM XapakTep. JonosHNTEeNbHbIX 06pa30BaHNIN B NETKMUX HE
BblABNEHO. KOPHU NIETKNX CTPYKTYPHbI, HE pacClUUPEHDbI.
[TneBpanbHbie NOA0CTU C 06enx cTopoH cBobogHble. B
CpeaoCTeEHUN AONOJHUTENbHbIE 06Pa30BaHMA U YBE/IMYEHHbIE
nnm@aTmyecKkue y3nbl He onpegenatoTca. JecTpyKTUBHbIX
M3MEHEHWUWN B KOCTAX HE BblABJIEHO.




[lononHunTeNbHble MeToAbl 0bcnenoBaHMA

* MynbTucnunpanbHaa KT ronoBHOro mo3ra: Ha
CeEPUN KOMMNbIOTEPHBLIX TOMOTPaMM,
BbIMOJIHEHHbIX B aKCUAaNbHOW NPOEKL NN B
NnpaBon TEMEHHOW 061acTn, BU3YaIN3NPYyeETCH
nocrtonepaumnoHHbIN AedeKT Yyepena, noa,
KOTOPbIM BbIIB/IIETCA 30HA KOPTUKA/IbHOU
aTpodum oBanbHOMN popmbl pasmepamm ao 0,9
CM B AMaMeTpe; cpeMHHblIe CTPYKTYPbl MO3ra He
CMELLEHbI, XXenyao4ykm n nogobonoyeyHble
NPOCTPAHCTBA He paclnpeHbl. B npasown
raiMopoBON Na3yxe BU3YyaNn3NpyeTca KUCTa A0
1,3 cm B gnamertpe.



MMmmyHonormyeckoe obcnepoBaHme

CKPUHUHI aHTUHYKNEapPHbIX aHTUTEN: B
peakumm MMMyHoOPAOOpECLEHUNN CBEYEHUE
He HabntopaeTca. CKkpuHuHr — ANCA: B
peakunum nMmmyHodroopecueHUnmn
HabntopgaeTca uMTON/1Ia3maTuHecKoe CBeYyeHume
(TTp 1:1000).

Mpodunnb ANCA: obHapy*KeHbl ayToaHTUTENA
Knacca IgG K npoTenHase-3.



YunTbiBaA C/IOKMBLUYHOCA HA CEerogHs
3NNOEMMNONOTNYECKYIO 0OCTaHOBKY MO
KOPOHaBUPYCHOM MHPEeKUNN, BONbHOMY He
BbIMOJIHEHO rMcToMopdoNorm4yeckoe
nccnepoBaHMe noyeyHoro buonrara.




OBOCHOBAHHWE ANATHO3A

YunTbiBas oCTpoe Hayano 3abonesaHnaA, GedbpunbHYIO NMXOPAAKY, UCXYAAHUE,
HeaoMOraHue, cnabocTb, NOJIMOPraHHbIN XapaKTep NOPAXKEHMUA C
NPOAB/IEHUAMM reMoppParM4eckoro cMHApPoma, nospexaeHue JIOP-
OpraHoB B BUAE HabyxaHMA CIM3NUCTOM HOCA U HANNYUSA A3Bbl HOCOBOM
neperopoaKku, USMeHeHUA B Ierkmx no aaHHbim KT B BUAE ANPPYy3HbIX
04aroBO-UHPUNBLTPATUBHbBLIX USMEHEHUN, B COYETAHUMU C
rmomepynoHeppuUToOM, CONPOBOXKAAWMMCA HapyLeHnem GyHKUUK
OpraHa, MbllLEYHO-CKe/IeTHOE NopaXKeHue (apTpuT, apTpanrumn), noparkeHume
YKeNyao4YHO-KMWeYyHoro TpakTa (6onu B XnBote, pBOTa, remopparun B
aHTPa/IbHOM OTAENeE }KenyaKa), BbicoKasa nabopaTopHaa akTUBHOCTb,
Hannuyne ANCA aHTUTEN K npoTenHase-3, NoNOKUTE/IbHbIN PEBMATOUAHbIN
daKTop, no3soamnn gmarHoctuposatb ANCA — accounMmnMpoBaHHbIN
BACKY/IUT, @ UMEHHO TpaHyiemaTo3 BereHepa, reHepanmM3oBaHHasa popma
C NOPAXXEHNEM BEPXHUX N HUKHUX AbIXaTeNbHbIX NyTen, Noyek
(rhomepynoHedpuT C BblparKeHHbIM MOYEBbIM CUHAPOMOM), KOMKMU
(remopparnyecKkas nypnypa), cyctaBoB (apTPUT) U *KeNyao4YHO-KULLEYHOTO
TpaKTa, NoaocTpoe TevyeHue, lll cteneHb aKTUBHOCTM.



JIEMEHUE

KntoyeBbiIM MOMEHTOM B N€4E€HNN ABUIUCH
[MIOKOKOPTUKOUAbI, LUTOCTAaTUKK (UnKnodpocdan).
BonbHOMY NpoBeAeHo 3 nynbca CoNy-meaposaa no
1,0, c nocneayrowmm nepopanbHbIM NPUEMOM
meapona us pacyeta 1 mr/kr (60 mr B cyTKM).
YunTbIBaA BbICOKYHO TOKCUYHOCTb UMKAOPOCPaHa U
reHepasn30BaHHbIM BAapUAHT BAaCKy/IUTa, B
COOTBETCTBUU C PeKomeHaaumnamm sKkcnepTos
paboyeu rpynnbl EULAR, naumeHT nonyyan
LMTOCTAaTUK B BUAE NY/IbCOB: NepBble TPU NyAbCa
Kaxkgble 2 Hegenu. MNMpu 3Tom A03UPOBKaA
unKknodpochdammaa onpeaenanacb C y4eTom ypoBHS
KpeaTuHuHa (12,5 mr/Kr).



JIEMEHUE

MpoBeaeHo 3 MHPY3NM YenoBeYeCcKoro
HOPMaNbHOro BHYTPUBEHHOIO MMMYHOTN0bYANHA
B no3e 0,4 mr/Kr.

4 ceaHca nnasmadepesa

TPAHCHY3UMN 3PUTPOLUTAPHOMN MACCbl BBUAY
HapacTaHMA aHEMUMU

[MpoBoaunnacb peHonpoTtekuma (nosan 150
Mr/cyT.),

aHTUKOArynaHTHaA (pparmmH c nocneayowmm
npuemom BapdapuHa), Ae3arperaHtHaa Tepanms.



I1IMHaMUMKa COCTOAHUA

e Ha poHe NpoBOAMMOro nevyeHus
HOpManmn3oBanacb TemrnepaTypa Tena,
perpeccupoBasiv CyCTaBHOM U abgoMUHANbHbBIN
CMHAPOMbI. BMecTe ¢ Tem coxpaHAaach
aKTUBHOCTb rOMepPYIOHEPPUTA, O YEM
CBMAETeNbCTBOBANA CYTOYHAA NPOTENUHYPUA A0 6 -
7 r/cyT., YTO NO3BO/IN/IO KOHCTAaTUPOBATb
PEe3UCTEHTHOCTb 3aboneBaHUA K NPOBOANMOMY
NNeYEHUO, PaCCMOTPETb BONPOC O Ha3HAYEeHUMU
PUTYKCMMaba.



* bonbHOMY NnpoBegeHa TenemeanLMHCKasA
KoHcynbTauma B Y «HMUL nm. B. A.
Anmasoa» MuH3gpasa Poccuun, aAmarHos u
HeobXoaAMMOCTb Tepanun pUTYKCMMabom
noaTBepXaeHbl, 60nbHOW NepeBeaeH B KNNHUKY
r. CankT-leTepbypr, rae, HeCMOTpPA Ha
NPOBOAUMOE fleyeHme, CNyCcTa 2 mecAaua
HACTYyNWA NeTasibHbIU UCXOA BCAeACTBUE
NporpeccupoBaHmNA NOYEYHOMN HEAOCTATOYHOCTM.
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