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PEDEPAT

IgG4-accouunmpoBaHHas 6onesHb (IgG4-AB) npeacTtaBnseT cobot GnbpoBOCNanUTENbLHOE COCTOSHMUE, XapakKTepu3ayio-
Leecs NoBbILLEHMEM CbIBOPOTOYHOrO IgG4 n nubunstpaumein IgG4-no3nTUBHBIMY NNAa3MaTUYECKUMU KNeTKamMuy TKaHW No-
paxKeHHbIX opraHoB. C TOYKM 3PEHUS KIMHUKO-MOPdONOrMyeckmx 0COOEHHOCTEN, CyLLEeCTBYET 3Ha4YMTENbHbIM Nepekpect
mexay 1gG4-Ab n aHTMHeNnTpoGUAbHBIMK LUMTONAa3mMaTnieckumm aHtutenamm (AHLLA) — accoummpoBaHHbIMU BACKYIN-
Tamu (AAB). NMonoxunteneHbin aHann3 Ha AHLIA cyuTtaeTcs Becbma cneunduyHeiM gng AAB n ncknovaet apyrune ¢popmbl
CUCTEMHBbIX 3aboneBaHnin. OgHako B psae HeLaBHUX UCCNEeLOoBaHN Oblo NPOAEMOHCTPUPOBAHO codeTaHne |gG4-Ab ¢
no3umTtneHbiMn AHLIA B CbIBOPOTKE KPOBM NALMEHTOB, YTO npegnonaraet nepecmoTtp ponm AHLIA kak agnarHoCTn4eckoro
kpuTepusa AAB. B HacTosiLLel paBoTe Mbl ONUCLIBAEM KIIMHUYECKUIA Clyval coveTaHnUs KIMHUKO-MOP@ONOrniyecknx map-
kepoB 1gG4-Ab y nauneHTKn, B CbIBOPOTKE KOTOPOW onpeaensanuck no3ntusHble AHUA. Y 8-neTHel naumeHTkn oTmeya-
NIOCb COYETaHMe nopaxeHus nerkux 1 noyvek. lNMopaxeHne noyek NPosABASNOCh B BUAE nNuenoHedputa n HeppoTn4eckoro
cuHpgpoma. MCTonornyeckn B noykax Obiio BbIIBAEHO coYeTaHne TyOyloONnHTEPCTULMANBHOIO HedprTa n MeMBPaHO3HOM
HedponaTnn ¢ BelipaxeHHoW nHounstTpaumei IgG4 B knybouke. Monck ceposiormnyecknx MapkepoB CUCTEMHbIX 3abonesa-
HUI BbISBMUJT MOJIOXMUTENbHbLIA TECT Ha Hanudne AHLIA kK Mmenonepokcuaase, 4To npegnonarano TedeHne y 6onbHoin AAB.
OpHako Hannyne meMOpaHo3HOM HedponaTun, HexapakTepPHOW Ans MopdOoNornieckmnx n3MeHeHuii npu AAB, 1 BbipaxeH-
Hoe oTnoxeHune IlgG4 B TkaHM NoYeK NpeanonaraeT Apyrori naToreHeTUYEeCKNin MexaHn3m passnTus 3abonesaHns y 4aHHOM
naumMeHTKN.

KnioueBbie cnoBa: aHTMHENTPOOUAbHbIE uuTonaaamaTmnydeckme aHtutena (AHLLA), AHLLA-accoummpoBaHHbIN BaCKyINUT
(AAB), IgG4-accoumnmpoBaHHas 6onesHb (IgG4-ABb)
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ABSTRACT

IgG4-related disease (IgG4-AD), is a fibro-inflammatory condition characterized by an increase of serum IgG4 and infiltration
of the tissue of affected organs by IgG4-positive plasma cells. There is a significant cross between IgG4-AB and antineu-
trophilic cytoplasmic antibodies (ANCA) — associated vasculitis (AAV) because of clinical and morphological features of both
pathologies. A positive ANCA test is considered highly specific for AAV and excludes other forms of systemic diseases. How-
ever, a number of recent publications have demonstrated a combination of IgG4-AD with positive serum ANCA in patients,
which suggests a revision of the role of ANCA as a diagnostic criterion for AAV. In this work, we describe a clinical case of
a combination of clinical and morphological markers of IgG4-AD and positive serum ANCA in an 8-year-old girl. She had a
combination of lung and kidney injury. Kidney disease was manifested as pyelonephritis and incomplete nephrotic syndrome.
Histologically, it was identified a combination of tubulointerstitial nephritis and membranous nephropathy, with severe IgG4
infiltration in the glomerulus. The search for serological markers of systemic diseases revealed a positive test for myeloperoxi-
dase ANCA, which suggested the existence of AAV in the patient. However, the presence of membranous nephropathy, which
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is an uncharacteristic morphological pattern of AAV, and massive deposition of IgG4 in the kidney tissue suggests a different

pathogenetic mechanism in this patient.
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BBEAEHUE

B nocnennee Bpems cocTosiHUE, MPOTEKAIOIIEE C
HaJM4YUEM BBICOKOTO YPOBHS chiBOpoTo4HOTO 1gG4 B
KOMOMHAIMK € BBIPAXKEHHOH 303MHOQMINEH, BBICO-
KHM CBIBOPOTOUHBIM IgE, OTE€KOM CIIIOHHBIX Xkenes,
acTMOM, MHTEPCTHLHAIbHON IMTHEBMOHHUEH, ayTOMM-
MYHHBIM TaHKPEATUTOM M TyOYyJIOMHTEpCTHLIHAIIb-
HBIM HE(PUTOM, OBUIO BBIACICHO KaK HOBAsk CUCTEM-
Has narosnorus — IgG4-accouunpoBanHoe 3a0oeBa-
HHUE. DTOT KJIMHUKO-TIATOJIOIMYECKHI KOMIUIEKC OBLI
BriepBbie ipeioke K. Yoshida u np., onucasmmmu
ayTouMMyHHBII tankpeatut (AUI) B 1995 1. [1]. B
MOCHEeNYIOIHMX MyOIUKaLUIX MOCTENEeHHO pacIupsi-
JUCh KIMHUYECKHE, PEHTI€HOJOTHYECKHE, CEpOJIO-
THYECKHE M THCTONATOJIOTHYECKNE XapaKTEPUCTUKU
JTAaHHOM IMaTOJOTMH, YKa3bIBAIOLINE HA TO, YTO ayTO-
WMMYHHBII TTaHKPEATHT SIBISACTCS] TOJIBKO OJHUM M3
IgG4-acconnpoBaHHBIX PacCTPONCTB. DTO CUCTEM-
Hoe 3a00JIeBaHUE XapaKTEPU3YETCs] BHICOKHMM YPOB-
HeM cbiBopoTouHoro IgG4, a Takke BbIpak€HHOMN
nHpunsTpauueii 1gG4-mo3uTHBHEIMU TUIA3MaTHYe-
CKUMH KJIETKaMHu ¥ T-TuMQOIUTaMu pa3indHbIX Op-
raHoB [2—4], KIMHUYEeCKUMHU MPOSIBISHUSIMH KOTOPOI
MOTYT OBITh MAHKPEATUT, XOJICLUCTUT, CHATIOATCHUT,
MopakeHue 1ia3 — 0one3np Mukynanya, 3a0pIonH-
HBII (pUOPO3, MOpaKeHUe MOYEeK, MHTEPCTULHATIbHAS
nHeBMOHHUA U T.A. [lopaxeHne moyek mposiBiseTcs
0o B BUJAE HMHTEPCTHLHANbHOrO Hedpura, mubd0
MeMOpaHo3Hol Hedponatuu (MH), a Takxke couera-
HHEM 00eHX TaToJIOTHiA [5, 6].

l'ucronornueckue ocoOeHHOCTH —3a00JEeBaHUS
BKJIFOYAKOT B ce0s s3BeHHBIN (puOpo3, obomurepupy-
o GreduT, TKaHEeBYI0 S03MHOPHINIO U JTUM)O-
IUIa3MOLUTApHBIA MHQUIBTPAT, B KOTOPOM COOTHO-
menne [gG4- n IgG-no3uTHBHBIX IIa3MaTHYECKUX
KJIeTOK 00b19HO nipeBsbimaet 0,40 [7].

CHUCTEeMHOCTh TOpaKEHMs, XapakTepHas Ul
IgG4-Ab, Bo MHOTOM IEpeKJINKAeTCs ¢ TAKOBOM MpH
AHIIA-acconnnpoBannbix Backynutax (AAB). Ilpu
pasnmuusblx (popmax AHLIA-AB moryT mopaxarbcs
IJ1a3HbIE OPOUTBHI, Ma3yXH, JIETKHE, TOYKH, MO3TOBbIC
000JI0YKHU ¥ Aaxe TUIO(U3, MATONOTHsI KOTOPBIX, KaK
H3BECTHO, Takke Habmronaercs npu IgG4-Ab. Kpome
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Toro, mpu AAB Mmoxer HaOmomarecsi Kak mepude-
puueckasi, Tak U TkaHeBasi s03uHOPuns [8]. Takum
obpazom, AAB xonkypupyer ¢ IgG4-Ab B croco6-
HOCTH BBI3bIBaTh [gG4-103UTHBHYIO HHOUIBTPALHIO
M1a3MaTHYECKUX KJIETOK B ITOPaXKEHHBIX opraHax [9].

IloBeimenne koHuneHtpauuu IgG4 B chIBOpOTKe
ABJIsIETCS AMarHocTHYeckuM Onomapkepom 1gG4-Ab,
HO OoJiee ATUTENbHBIA ONBIT BEACHUS ATUX MalleH-
TOB BBIABWJI HEIOCTaTKH 3TOTO MapKepa B KauecTBe
nuarHoctuueckoro kpurtepus [10]. Ilpu mHOTHX HE
[gG4-Ab cocTosHMSIX OTMEYAeTCsl MOBBIIIICHUE KOH-
uentpaunu [gG4 B ceiBopotke. M1 Ha060poT, 3HAUM-
TeJlbHAs 4acTh MAllUEHTOB C KIMHUYECKUMH MPOSIB-
JICHUSIMH 1 OMOIICHEl OpraHoB, COOTBETCTBYIOIIUMHU
IgG4-Ab, nmMeroT HopMalibHbIE CBIBOPOTOUHBIE KOH-
uentpaunu 1gG4. Hanpotus, oOHapyKeHUe MOT0KH-
tenbHOro aHannsza AHIIA ans anTureHa npoTerHassl
3 (PR3) wmu muenonepokcuaassl (MPO) o0br4HO
paccmarpuBaeTcs Kak BBICOKOCTICIM(DUIHBIN MapKep
B nosb3y nuarHoza AAB. Tem He meHee, HenaBHUE
c00O0IIEHHS 0 KIMHUYECKUX CITydasiX MPOAEMOHCTPH-
posanu Hannune AHLIA npu 1gG4-Ab, uro npenrio-
naraet nepecMotp ponn AHIIA B nuarHoctuueckoMm
uccienoBanuu [11-19].

B nacrosmeit pabote MbI ONMChIBaEM Cllyvaii ma-
LUEHTa C MoATBepkAeHHOW Ouoncueit 1gG4-Ab, y
KOTOpOTO MBI BbIsIBIIIN Hasnnyne anTui-MPO AHIIA.

KJIMHUYECKUI CIIYUAN

C Hos16ps1 2015 1. B oTnenenun Hepponoruu PIIKB
HaOmroaercst qeBodka 2007 .p.

BriepBble nanmenTKka nocTymnuia B OTIEIEHNE B BO3-
pacre 8 JIeT ¢ cUMITOMaMy He(hYPOTHUYECKOTO CHHIpOMa
C reMarypuen.

W3 anamHe3a 00ne3HU M3BECTHO, YTO B BO3PACTE
5—6 neT y JeBOYKU OTMeYascs AIUTEIbHbIN Kalllelb,
KOTOpBIA KYyNHUPOBAJCs MPUEMOM TaBerujia U cymnpa-
ctuHa. B 7 ner Obu1 AMarHoCcTHpOBaH JTMHEHHBIHN JTU-
xeH. Torna *xe B aHaJIu3ax KpOBU OTMEYAJIOCH TOBbI-
mienne yposast CPb 1o 20 mr/m, ucciiegoBanue Modu
HE MPOBOANIIOCE.

B cents6pe 2015 1. mosBUIUCH Kaja00bl HA MOJI-
JaKUypulo, OOJIE3HEHHbIE MOYEUCIYCKaHUs, OBLI
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PucyHok. JaHHble CBETOBOW, 9NEKTPOHHOM MUKPOCKOMU U UMMYHOTMCTOXMMNYECKOrO UCCNEA0BaHUS.

A - cBeTOBasi MMKPOCKOMMS, OKpacka reMaToKCUIMHOM. CTEHKIN KanuispHbIX NeTesb BbIPaKEHHO YTOJLLEHbI, B TONLLE CTEHOK He-
KOTOPbIX KanuIsipHbIX NeTenb MMENTCS NpocBeTieHns. OTMeYaeTcs pacluvpeHne Me3aHranbHoro matpukca. B apyx knyboykax
onpepensieTcs meaaHrvanbHas nponudepaums ot 5 oo 11 knetok Ha 30Hy Me3aHrusi. B oaHOM 13 kyGo4YKOB MMeEeTCsl cerMeHTapHas
aHaoKkanunnspHas nponndepaums. Beicota HepoLMTOB B YaCTU KaHasbLIEB CHUXEHA, MPOCBET pacLlUMpeH, HedPOLTLI C 3EPHUCTON
uMTONNa3Mou, AeckBamMalMen annkanbHblX YacTel B MPOCBET kKaHanbLeB. VIMeeTcss eAnHUYHbIA rMnepTpOPUPOBaHHBbIN KaHaneLl,.
EAnVHWYHBIE KaHanbLpl copepXat B npocBeTe 6enkoBble Macchl. KpynHble o4aru ckneposa MHTepCTULMS U atpodum KaHasbLEeB 3aHU-
maioT 15-20 % nnowaan. B o6nactu cknepo3a oTMeyaeTcs yMepeHHast MOHOHykNieapHast UHOUAbTpauus 6e3 TeEHAEHLMU K MHBa3Un B
KaHasnbLbl. ApTepronsl 1 apTepus 6e3 ocobeHHocTe; b — oTnoxeHne |gG4-no3nTMBHBIX A,eMN03MTOB; B — anekTpoHHas MMKpocKonus
(cTpenku ykasbiBaloT Ha BHyTpUMeMbpaHHble Aeno3uTsl). YB.: A — 400; B — 18 000.

Figure 1. Data from light (magnification 1: 400), electron (magnification 18,000) microscopy and immunohistochemical studies.
Notes: A - light microscopy, staining with hematoxylin: The walls of the capillary loops are markedly thickened, in the thickness of the walls
of some capillary loops there are enlightenments. Expansion of the mesangial matrix is noted. In two glomeruli, mesangial proliferation
is determined from 5to 11 cells per mesangial zone. In one of the glomeruli there is segmental endocapillary proliferation. The height of
nephrocytes in a part of the tubules is reduced, the lumen is enlarged, nephrocytes with granular cytoplasm, with desquamation of the
apical parts into the lumen of the tubules. There is a single hypertrophied tubule. Single tubules contain protein masses in the lumen.
Large foci of interstitial sclerosis and tubular atrophy occupy 15-20 % of the area. In the area of sclerosis, there is moderate mononuclear
infiltration without a tendency to invasion into the tubules. Arterioles and artery were normal. B — deposition of IgG4-positive deposits.
B — electron microscopy (arrows indicate intramembrane deposits).

JUarHOCTHPOBAaH BYJIbBOBATMHHUT, B CBA3H C YEM
IIPOBOJIMIIACH MECTHAS IPOTUBOBOCIIAIUTEIbHAS Te-
pamus ¢ monokuTenbHBIM dhdexTom. [loke y me-
BOYKH HaOIFOaCs 13011 GeOpUIbHOM THXOPATKN
¢ 03HOOOM, 0OJb B TOpJe W MOSCHWUYHON 0oOacTh
CJIEBa, B CBSI3U C YeM OHa Oblja roCHUTAIN3UPOBAaHA
B CTaL[MOHAp.

[Ipu nepBuYHOM 00CIEAOBAHNH B aHAIU3aX MOYH
BBLBIUTH TIPOTEHHYPHIO 110 1 /11, IEHKOIUTYPHIO 110
3540 B n/3p., Mmukporemaryputo o 12-15 B 11/3p.

Jns panpHelnmero oOCaCAOBaHUS W JICUCHUS JIe-
BOUYKa ObLTa HampaBlieHa B OT/EJCHHE He(POIOTHH,
T7e B pe3yabrare J1abopaTOpHBIX U WHCTPYMEHTaJb-
HBIX HCCIICAOBAaHUN OBUIM BBISABICHBI: JICHKOITUTO3
mo 25,3 Teic/MKIL., yBenumdenue COD mo 50 mm/d,
runonporenHemMust a0 53,9 r/n, runoansOymMuHE-
Musl 10 23 T/71, HapacTaromas THUIIEPXOIeCTepHHE-
Must 10 9,01 MMOIB/J, THIEPTPUTIHIICPUAEMHUS 10
4,07 mmonb/n, nossimenne CPb 1o 236,41 mr/i, mo-
Beimerne ACJIO go 275 ME/n. B obmem ananmse
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MOYH OTMEYaJlach MPOTEUHYPHs 10 5,83 /71, JeiKo-
TUTYpUst 10 665 B 11/3p., OaKTepuypHsi, MUKpOTeMaTy-
pust o 43 B 11/3p. CyTtouHas notepsi Oeyka cocTaBsi-
na 2,42 r/cyt. [ToceB MOYM BBISBUII OaKTEPUYPHIO —
E.coli 10 KOE/mu. Ilpu yasTpa3ByKOBOM HCCIEI0-
BaHUH MOYEK OTMEYAJIOCh YBEITMUEHUE X Pa3MEpOB:
npaBas nodka 100x40 mwM, neBas mouka 104x43 mwm,
MMHEJIOAKTA3HS ClieBa 10 8,5 MM.

Knunndeckue nposiBieHuss u 1a00paTopHbIE W3-
MEHEHHSI COOTBETCTBOBAJIM KapTHHE OCTPOro IIHe-
JoHeppHUTa B COUCTAHUH C HEHPOTHUYECKUM CHHJIPO-
MoMm. Ha ¢one mnpoBomumoii aHTHOAKTEpPHAIbLHOU
Tepanuu HabJoaIach MOJOKUTEIbHas TUHAMHKA B
TEUEHUH NMueIoHe(pHUTa: CUMITOMBI KYITHPOBAJIHCH,
CaMOYyBCTBUE yaydiimiock. Ho B aHamm3ax Mouu
COXpaHsiIach IPOTEHHYpUs Ha ypoBHE 1,2-2.44 1/n B
paszoBbIx mopiwsix u 1,85—1,87 r/cyT, Mukporemary-
pust 1o 75 B 11/3p., B OMOXUMHUYECKOM aHAIIN3e KPOBH
COXpaHsIach TUIONPOTEMHEMHUS M THUIIOATEOYMHHE-
MHUS1, YTO COOTBETCTBOBAJIO TEUEHHUIO HETIOIHOTO He-
(hpoTUUECKOTO CHHIIpOMA.

Jna paneHeiimero obcnenoBaHus W Bepuduka-
LMK JMarHo3a TalMeHTKa Oblja HarpaBiieHa B OT-
nenenue Hedponorun PIKB. Ilpu moctyruieHun B
OTJeJIEHHE COCTOSHUE OILEHUBAJIOCH KaK CPeIHeTs-
XKelloe, KIMHUYECKUX MPOSBICHUNH He(pOTHUECKO-
IO CHHApPOMa HE OTMEYAJIOCh (OTCYTCTBOBAJ OTEU-
HBIM CHHApPOM). B Jerkux npIxaHue 1o BCeM IMOJIIM
IIPOBOJIMJIOCH BE3UKYJIAPHOE IbIXaHHWE, XPUIIOB HE
6bu10. CepreuHo-coCcyIucTasl JeATeNbHOCTh COOT-
BeTcTBOBajna Bo3pacty. Al 113/68 mMm pt. cT. B xim-
HUYECKOM aHaJIM3e KPOBU OTMeEYaJsics JEHKOIIUTO3 710
15,55 Thic., yBenmnuenne COD no 133 mm/4, B OHO-
XUMHYECKOM aHaJIN3e KPOBH — TMIIONIPOTEMHEMHUS JI0
43 r/n, runoansOymuHeMust 1o 20 /1, TunepxosuecTe-
pureMus 10 10,2 MMOJIB/IT, THIIEPTPUTITAICPUICMUSI
10 3,99 MMonb/1, runepanbda-2-roOylIuHeMus 10
27,1 %, runorammarioOymuaemust 110 8,1 %, ypoBeHb
ceiBopoTouHoro IgG cocrasnsut 692 Mr/mi, cyOkiac-
cel 1gG He ompenemsuMch. AHTHTENA K JIBYXIIETIO-
geynoit IHK B npenenax Hopmel. B o6mem anammse
Mour — niporennypust 0,52-2,1 /11, MUKporeMarypusi
1o 70 B 1/3p., OTMeYaics OXHOKPATHBIN 3MU30]] Ma-
kporemarypuu. Cytounas nporennypus — 0,916—
1,4117 1. TpausutopHas nuenoskrasus Ha Y3U mo-
YeK COXPaHsIach.

JleBouke ObljIa MHUIIMMPOBAHA CTEPOUIHAS TEpa-
st B 103 2 Mr/Kr/cyT. C IMarHoCTUYeCKON IIeIbI0
Obula BBIMONIHEHA HE(QPOOHOINCHSI ¢ THUCTONOTHYE-
CKUM HccienoBanneM Hedpobuorara. [lo maHHBIM
WCCIIEZIOBAHUS TUArHOCTHPOBaHAa MEMOpaHO3Hasl He-
(ponarusd, cranus 11I, B coueranuu ¢ TyOyaouHTep-
CTHLUAILHBIM HE(DPUTOM (PUCYHOK).
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B nepuon mpeObiBaHNSA B OTJACIEHUU Y JEBOYKH
MOSIBUJICSI CYXOM, MPUCTYIIOOOpa3HbIi Kallenb, Ipu
(GU3MKATEHOM OCMOTpE — JKECTKOE JbIXaHWUE, CIIH-
HUYHbIE CyXUE XPHUIIbI, B CBSA3U C YeM OBLIO MPOBEE-
Ho uccnenoBanue OB/ ¢ npodamu, Ipu KOTOPOM BBI-
SBJICHO YMEPEHHOE OOCTPYKTUBHOE HapyIlIeHHE BEH-
TUJSIIMOHHOW (YHKIIUU JIETKUX TepudepudecKon
JIOKamu3aluy, 1poda ¢ BEHTOJMHOM TMOJOKHUTEIb-
Hast. [1o 1aHHBIM peHTreHorpaduu OpraHoB IPYAHON
KJICTKH TTaTOJIOTHH HE BBIABIICHO.

JloTIOTHUTENFHO K PpeHTreHorpaduu rpyaHOR
KJIETKM HaMHu ObUIa TpOBeJeHa KOMITbIOTEpHAs TO-
Morpaduss OpraHoB TPYJHOH KJIETKH M OPraHoB
CpeloCTeHUs, BBISIBUBIIAs B 0a3albHBIX OTJeNax
MPaBOro JIETKOTO B IUIEBpoAnadparMaibHOM CHHYCE
Ha YPOBHE S, HHKHEH 10U CYOIIEBPAIbHO (POKYC
Hecnenupuueckoll HMHTEPCTUIHAILHOW HH(UIb-
TpalKMu MO THIy «MaToBOro cTekna». B S, - cmpasa
YTOJIIEHBI KOCTallbHasA IJIeBpa U CyOIieBpatbHbIN
MHTEPCTULMM. YYaCTKU JIOKAJbHOI'O YIUIOTHEHHMS
OTMEYEHBI B MEXKI0JIEBON IUIEBPE Ha ypoBHE S /S,
cinea u S./S cnpasa. B S, u S, cnipaBa HeGonbme
YY4aCTKH JIOKAJbHOTO YIUIOTHEHUS WHTEPCTUIIUSA
CyOImIeBpabHO.

Hannuue mynpMopeHaIbHOTO CHHApPOMa 00yCIiIo-
BWJIO OTpe/elieHHe aHTHHEHTPO(QHUIBHBIX aHTHTENT
B KpPOBH, BBISIBUBIIEE IOBBIIIEHHE THUTpPa AHTUTEI
kK muenonepokcunaze (MPO), uto nanbosnee yacTto
BCTpeyaeTcs MPU MUKPOCKOMUYECKOM TOJIHAHTHHUTE
Y 03UHO(PHUIEHOM TPaHYyJIEeMaTO3HOM MOJHAHTHUTE.

Ha ocHOBaHMM HOBBIX IOJYyYEHHBIX JAHHBIX:
OpOHXOOOCTPYKTUBHBIA CHHAPOM, JIETOYHbIE WH-
(bunpTpaThl, MeMOpaHo3Has He(poraTHsi B COUETaHUU
C MHTEPCTUIHATIBHBIM HepUTOM (KIMHUYECKHU TPO-
TeKaBLINM, Kak nuenonegput) u IgG4-no3utnBuas
UHQUIBTPALUS TUTa3MaTHYECKUMU KIJICTKaMU, — HAMH
Onuta 3amogo3pena [gG4-Ab B coueTaHUU ¢ TIO3UTHB-
HbIMH aHTH-MITO-anTuTenamMu.

Juckyccust

AHanu3 IuTeparypsl IEMOHCTPUPYET MHOXKECTBO
KITMHUYECKHX CITy4daeB, mpoTekaronmx kak [gG4-Ab,
C XapaKTepHOU JJIsl He€ TUCTOJIOTUYECKON KapTUHOM,
u nipu 3ToM ¢ nosiBnenneM AHIIA co cnenmduano-
cthio 6o k MPO, nmu6o k PR3, ¢ comyrcTByromum
npucyTcTBueM siBHOT0o AAB mnmu 6e3 Hero. 310 0T-
KpBITHE MPENoiaraeT OCTOPOKHOCTh MPHU HHTEP-
nperauuu nozutuBHocTH AHIIA, xoTopsle Tpaau-
[MMOHHO CYHTAIOTCS BBICOKOCTICIIM(DUYHBIMH  JUTS
AAB, ecnu 3To TOATBEPKIACTC KaK UMMYHOQITI00-
pecreHnueit, Tak 1 UMMYHO(pEPMEHTHBIM aHaJIHN30M
[11-15, 20].

Ciry4aif, KOTOPBIM MBI 3I€Ch OTHCHIBAEM, SIBIISI-
€TCSl CHMBOJIMUYECKHUM, B TOM CMBICIIE, YTO B JHArHO-
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CTHKE JIF000TO CHCTEMHOTO 3200JIeBaHUS MbI HCIIOJb-
3yeM codeTaHne KIMHUYECKHX, HHCTPYMEHTAJIbHbIX,
MMMYHOJIOTHYECKUX U THCTOJIOTMYECKUX KPUTEPUEB.
B namem ciyyae y manueHTKH KIMHHYECKH HaOIro-
JANACh OpPOHXOOOCTPYKTHBHBIH CHHIPOM, ITHEINO-
HedpuT U HedpoTudeckuii cuHapoM. B xone obce-
JIOBaHHWS HaMHU OBUIM BBISBICHBI WHPUIBTPATUBHEIC
W3MEHEHUs] B JIETKHX, MeMOpaHo3Has Hedponarus,
TYOyJTOMHTEPCTHIMATBHBI HE)PUT U BHIPAKEHHOE
otnoxenne [gG4-mma3mMarndeckux KIETOK B TKa-
HU 1oueK. COBOKYIMHOCTh BBISBJICHHBIX M3MEHEHHUN
MO3BOMTIJIAa HaM mpeAnonoxuts 1gG4-Ab, omnako
Haignuue aHtu-MPO npeamonarano tedenne AAB,
MPEANONOKUTENEHO cuHapoMa Yapra—Crtpoca (yuu-
ThIBasi OpPOHXOOOCTPYKTHBHBIM cuHIpoM). AHIIA-
ACCOILIMUPOBaHHBIN IIOMEPYIOHEDPUT U MEMOpaHO3-
Hasi HeporaThsi OOBIYHO CYUTAIOTCS HE3aBHCUMBIMH
MaTOJIOTHUSIMU, U COYECTaHHE UX 00euX 00YyCIIOBICHO
ciny4aitHocThio [21]. MargymoTo u coaBT. [22] Briep-
Bble COOOIIMIM O TPaHYIHMPOBAHHOM OTJIOKEHUHU
MPO Bromb CTEHOK KIIyOOUKOBBIX KamWJUIIPOB Y
nanuenta ¢ AHIIA-MPO-acconunpoBaHHBIM TJIO-
MepyloHe(ppUTOM B COUYETAHHU C MEMOPaHO3HOM
HedponaTreld. Xanamypa U coaBt. [23] Takxke coo0-
e, 9to MPO Oblta oOHapykeHa B DJIEKTPOHHO-
IUIOTHBIX JIeno3uTax y manueHtoB ¢ MPO-AHIIA-
aCCOIMUPOBaHHBIM TIoMepynoHedppurom u MH, u
MIPEAMONIOKIIIN, 9TO BBICOKOKaTHOHHAasT MPO BBICBO-
OOXKIaeTcs U3 aKTUBHUPOBAHHBIX HEUTPOPHIOB U MO-
JKeT OBITh 3aXBadeHa KIyOOUKOBOW Oa3zajbHON MeM-
OpaHoii, TeM caMbIM 00pa3ys UMMYHHBIE KOMITJIEKCHI
1 MH. DT0T e naroreHeTU4eCcK1ii MEXaHN3M MOYKET
OBITH HaOMIOMAJCS U Y Hamel manueHTku. JInbo mo-
noxurenpasie AHIIA MoryT mpeniiecTBoBaTh SB-
HbIM TiposiBieHussM AAB [24]. Ot npennonoxenus
OCHOBBIBAIOTCSI Ha IaTOr€HETHYECKOW 3HAYMMOCTH
antutren AHIIA. JlelicTBuTelbHO, paHee OBLIO II0O-
Ka3aHo, 4yTo y manueHToB ¢ AAB xak MPO-, tak u
PR3-AHILIA BbI3BIBaIOT pecrMpaTOpHBIA B3PHIB, IMO-
TOK KaJIbIUS U JICTPaHYISIIUI0 HEUTPOPHUIIOB, TAKUM
00pa3oM, BHOCSI HETOCPEJCTBEHHBIN BKJIaJ B I1aTO-
¢dusmonoruto AAB [25-27]. U3BectHO, uTo IgG4-
AHIIA BBI3BIBAIOT MacCHBHOE 00pa30BaHNE aKTHB-
HBIX (OpM KHUCIopoza in vitro B cpaBHeHun ¢ [gG3-
AHIA u IgG1- AHLIA [28]. AHIA npu AAB uarue
BCETO MPEACTABISIOT coboii cyOkmace I1gGl u IgG4
[24, 29], uTo MBI IpeAToNaraeM y Hallel marueHTK
Ha OCHOBaHMHM MMMYHOTHCTOXMMHUYECKOTO HCCIIe0-
BaHUs TodYeK. [1o3ToMy BO3MOXKHO MPEIIONIOKHUTS,
yto runeprponykuus [gG1 u IgG4, xapakrepHas s
1gG4-Ab, moxer crioco6cTBOBaTh pa3BuTHIO AAB y
HEKOTOPBIX MAIMEHTOB C COOTBETCTBYIOIINM T'€HETH-
yeckuM ¢ponom [30, 31].

SAKJTIOYEHMUE

B nmpencraBieHHOM KITMHIHYECKOM CITydae Mbl MO-
JKeM HaOJIofaTh HaJWYHe HECKONBKUX ITHArHOCTH-
YECKUX KpHUTEepHeB (MPU3HAKH TUIEPPEAKTUBHOCTH
JIETKUX, JIETOYHbIE HH(PUIBTPATHI), AHTUTEN K MUEIIO-
mepokcuaaze, MophoIOTHIECKON KapTHHBI MeMOpa-
HO3HOHW Hedpomarnu, WHPWIETPAITMN TKAHU ITOYEK
IgG4.

B cBs13u ¢ TeM, 9TO mmasMoruThl, Hecytue 1gG4,
MOTYT OBITH BOBIJIEYEHHI B IMaTOT€HETHYECCKUI MeXa-
HI3M AAB, HEB3s HCKITIOIUTH 9TO HEKOTOPBIE op-
MBI AAB MoTyT OBITH OTHON W3 KIMHUYECKHX (opm
IgG4-acconmnpoBaHHON OOE3HM.

VY mammeHToB ¢ TOATBEPXKICHHOH OWOICHeH
IgG4-Ab u mammumem AHIIA HeobxommMo mpo-
BOJIUTH WCKITIOYEHHE COIMyTCTBYIOMIETO BACKYJIUTA.
[Tonoxurensasie AHIIA He HCKIIOYAOT AUArHO3
IgG4-Ab.
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