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BocnanutesnbHble aHeBpU3Mbl OploLuHoiA aopThl: MecTo IgG4-accoumnMnpoBaHHbIX 3a00neBaHui

3eepesa E. [l., MutpodaHosa J1. b., Mounceesa O. M., HYepHrsisckuin M. A., Topaees M. J1.

Lens. BocnanutensHas aHeBpu3ma GPIOLLHO a0PTbl MOXET ObiTb OAHUM U3 NPO-
asneHuin 1gG4-accounmpoBaHHOro 3aboneBaHus. B HacTosiiemM vccnefoBaHum
[laH aHanu3 KAMHWYeCKUX nposieneHnin IgG4-accoummpoBaHHOi BOCNAnUTENbHOM
aHeBpK3Mbl GPIOLLHON aopThI.

Marepuan n metoapl. O6¢cnenosaHo 20 nauveHToB C aHEBPU3MOI OPIOLLIHON
aopTbl (ABA). M3y4eHbl knnHnyeckas kapTuHa 3abonesaHus, peaynbTaTsl nabopa-
TOPHbIX 1 MaTOMOPGONOrNYeCKMX ccnefoBaHuii. B 8 cnyyasx BbisiBNEHbI KpUTepUn
1gG4-cBsizaHHOl BocnanutenbHon ABA.

PesynbTartbl. [10 CpaBHEHUIO C aTepocknepoTuyeckummn ABA, cnyyaun, CBSI3aHHbIE
¢ lgG4, xapakTepn3oBannMCb MeHee 4acTbiM NPUCYTCTBUEM GO B XMBOTE MM
cnuHe. KoHueHTpauws IgG4 B CbIBOPOTKE KPOBM B Ciyyasix, CBsi3aHHbIX ¢ IgG4, 6bina
3HAYMTENBHO MOBbILLEHa. puMedaTenbHo, YTO y naumeHToB ¢ IgG4-cBa3aHHOM
BocnanutenbHoi ABA 4acTo NpoCneXu1BanMCh B aHamMHe3e annepryeckme peax-
LM Ha NNEKapCTBEHHbIE CPEACTBA, ayTOMMMYHHbIE 3260/1€BaHNS, BEICOKAs KOHLLEH-
Tpaums IgE 1 BbICOKWIA TUTP @HTUHYKIEaPHbIX aHTUTEN B CbIBOPOTKE KPOBK. 10 faH-
HbIM TMCTONOTNYECKOr0 UCCNEA0BAHNS MHTPAoNepauMoHHbIX B1MONTaToB Cyyaw,
cBA3aHHble C 1gG4, xapakTeprn30BasMCh YTONLLEHWEM AABEHTULMM U HANNYMEM
MHOrOYUCNIEHHbIX WHPUNLTPATOB C IgG4-NoNoXuTENbHBEIMU NAa3MaTUYeCKUMm
KneTkamm.

Sakniouenue. MNpucytctere lgG4-cBa3aHHOro 3aboneBaHus AuarHoCTMpyeTcs
NPU HANMYUN HeperynspHoi GrUBPO3HOI TKaHeBOW nNponndepaLmmn ¢ MHubTpa-
Tamu |gG4-nna3amatnyeckmx KNeTok M Mpu MOBbILEHWN KOHUEeHTpauun |gG4
B CbIBOPOTKE KpoBw. |gG4-cBa3aHHas BocrnanutenbHas ABA nMeeT 0CO6EHHOCTU
K/VHUYECKUX NPOSIBAEHWA B CPABHEHWW C aTepoCKNepOTUHECKOW aHEeBPU3MON.
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Inflammatory abdominal aortic aneurysms: place of Ilg G4- related diseases

Zvereva E. D., Mitrofanova L. B., Moiseeva O. M., Chernyavskiy M. A., Gordeev M. L.

Aim. Inflammatory abdominal aortic aneurysm may be one of the manifestations of
lg G4-related disease. This study analyzes the clinical manifestations of Ig G4-
related inflammatory abdominal aortic aneurysm.

Material and methods. We examined twenty patients with abdominal aortic
aneurysm (AAA). The clinical performance of the disease, the results of laboratory
and pathomorphological studies were studied. In 8 cases, Ig G4-related inflammatory
AAA criteria were identified.

Results. Compared to atherosclerotic AAA, Ig G4-related cases were characterized
by a less frequent presence of abdomen or back pain. The concentration of IgG4 in
serum in Ig G4-related cases was significantly increased. Patients with Ig G4-related
inflammatory AAA often had a history of allergic reactions to drugs, autoimmune
diseases, a high concentration of Ig E and a high titer of antinuclear antibodies in
blood serum. According to a histological study of intraoperative biopsy samples, Ig
G4-related cases were characterized by thickening of adventitia and numerous
infiltrates with Ig G4-positive plasma cells.

Conclusion. The presence of Ig G4-related disease is diagnosed in the presence of
irregular fibrous tissue proliferation with Ig G4 plasma cell infiltrates and with an
increase in the concentration of Ig G4 in blood serum. Ig G4-related inflammatory
AAA has clinical specifics in comparison with atherosclerotic aneurysm.

Cpenu aHeBpU3M OpPIOIIHOTO OTmeda aopThl (ABA)
OIMMCaHBI CJTydan 1 Gy3HOTO YTONIMIECHUS CTCHKI aHeB-
pU3MBI 1 OOIIMPHOTO (PMOPO3HOTO CpallleHUs C MpUJIe-
rajomuMu TKaHgMu. B 1972r Walker DI, et al. BriepBbIe
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WCTONB30BaJIM TepMUH “BocrianurtesbHass ABA” mia
ornmcaHus Takux aneBpu3M [ 1]. Coo0O1anock, 9To BocIa-
nutenbHas ABA cocrasisier 2-10% ot Bcex ABA [1, 2].
I1o cpaBHeHUIO ¢ aTepockiepoTnueckumu ABA, Bocna-
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SKCMNEPUMEHTAJIbHBIE CCJTEAOBAHNA

Tabnuua 1
KnuHuyeckas XapakTepuctuka OGCﬂeJZI,OBaHHbIX nauueHToB

Mokaszatenb MauyeHTsl ¢ ABA, n=20

My>xunHbl, n (%) 17 (85%)
Bospacrt, net 705
[nameTp aHeBpu3Mbl, CM 6,5+0,5
Kypenue, n (%) 18 (90%)
Mwemuyeckas 6onesHb cepaua, n (%) 20 (100%)
ApTepuanbHas runepteHsus, n (%) 20 (100%)
CaxapHblii anaber, n (%) 4 (20%)
Annepruyeckvie peakumu B aHamHese, n (%) 2 (10%)

nutenbHast ABA BcTpeuaeTcs y 60Jiee MOJIOIbIX HallueH-
TOB, WMEET OOJBIIUI JUaMETP M COIPOBOXIACTCS
TaKAUMM CUMIITOMaMM, KaK 00Ji B CIiMHe, cyOodeOpun-
TeT WIM TIoTepd Beca [3, 4].

CyIIecTBYIOT pa3IIHbIC TUIIOTE3bI O IIPUYMHAX pa3-
BUTUSI U TaToreHe3e BocnanutTeabHOoli ABA. B psiae
HUCCICIOBAHUI pPa3sBUTHE BOCIIAJIUTEIBHBIX peaKIINid
TPaKTyeTCs KaK OTBET Ha MEPBUIHOE aTePOCKICPOTHIC-
CKoe TIopaxeHue [2], T.e., IO MHEHHIO psiia aBTOPOB,
BocrnanuTeabHast ABA sBisieTcst KpailHeli CTEeeHbIO aTe-
POCKJIEPOTHIECKOTO HMMMYHOBOCITAJIMTEILHOTO IIPO-
mecca [2].

B npyrux paboTtax BBICKA3BIBAJIOCH IIPEAIIOIOKCHIE
0 BO3MOXHOI ayTOMMMYHHOM IIPUPOAE BOCIIAIUTEIBHOM
ABA [5]. B mons3y 3TOro mpeacTaBiIeHUSI CBUAETEIb-
CTBYIOT JAaHHBIC O TOBHIIIICHUY YPOBHS IINPKYIUPYIOIINX
ayTOAHTUTE]I YUIN CBSI3b C CUCTEMHBIMA ayTOMMMYHHBIMU
3aboneBanusgmu [5]. Kpome Toro, B psime ucciaeqoBaHU
BBICKA3aHO MPEIOIIOJIOXECHNE, YTO Pa3BUTHE BOCIIAIH-
TeJbHOI ABA MoOXeT ObITb CBSI3aHO C M30BITOYHON
MUMMYHHOI peakinueil Ha WHQEKIIMOHHBIN areHT [4].
B Hacrostiee BpeMsi BocrnanuteilbHasts ABA mo-mpex-
HEMY OCTaeTCsl Ype3BBRIYAifHO TeTepOreHHON HO30JI0TH-
YeCKOM eTUuHUILIEH.

C xon1a 2000-x romoB B paboTax SITOHCKUX aBTOPOB
aKTUBHO o0Ocyxmaerca Tmpobiema IgG4-cBg3aHHOTrO
3a00JieBaHUS KaK MNPUYMHBI BOCHaIUTENbHbIX ADBA.
B gacTtHOCTH, B paMKaX ITOCJICTHETO OOIICHAIIMOHAIb-
Horo ucciaegoBanus 2011r nmokasaHo, uro 4% HaceaeHuUs
AnoHuu crpagaloT JaHHBIM 3abojeBaHueM. B EBporie
aHaAJIN3 PACIPOCTPAHEHHOCTH 3TOIM MATOJIOTHH IIPOBO-
ntest TonbKo B 20161 1 rmokasait, uto 1o 20% maimeHToB
¢ IgG4-CCBb umerot mopaxkenue aopThl. OMHAKO TOJIBKO
TaTbHEHUINE HWCCIeOOBAaHMSA IIO3BOJISIT OTBETUTH
Ha BOIIPOC O XapaKTepe BOBJIICUCHUS B MATOJIOTMICCKUIA
mponecc npn IgG4-cBsI3aHHBIX CHUCTEMHBIX 3a00jeBa-
HUSX Pa3IMIHBIX COCYIMCTBIX PETHUOHOB, 3(D(DEKTUBHO-
CTH CTepOUTHOM Tepanuu mis JedeHus 1gG4-cBI3aHHBIX
aopTONaTUI U XapaKTepe UMMYHOIIATOJIOTMYECKOTO IIPO-
1iecca, JIeKallero B OCHOBE 3TOTro 3aboyieBaHus [4].

IgG4-BocnanutenbHass ABA oTinYaeTcst OT OpPyrux
IMOpaXeHWI OpraHoOB TeM, YTO 00pa30BaHUE aHEBPU3MBI
1 €€ pa3pbIB MOXKET IIPUBECTH K JIeTaTbHOMY Hcxomy. Eime

omHa xapakrepuctnka IgG4-accornmpoBaHHBIX 3200J1¢-
BaHMIT — 9acThIe PEIUANBEI, M TOJITOCPOIHOE HAOIOIE-
HUE CUMTaeTCsl HEOOXOAMMBIM JaXxe IJis MallMeHTOB,
KOTOpEIC TIONBEPIINCh XUPYypTrUdecKoMy JedeHuo. Pac-
IIMpPEeHNe HAIMX IIPeACTaBICHMIT O XapaKTepe MaTOJIOTH -
YeCKOro Ipoliecca U 0COOEHHOCTIX KIIMHUYECKOTO Teue-
Hug IgG4-BocnanureabHBIX ABA TTO3BOJIUT YIYYIIUTH
PE3YABTATHl JICUYCHUSI W B 1I€JIOM IIPOTHO3 3a00JIcBaHUS.

B cBs131 ¢ 3TUM IelTh HACTOSIIIETO MCCICIOBAHUS —
MpoaHaIU3UPOBaTh BeTpedaeMocTh 1g(G4-BoCIIaanuTe b-
Hoii ABA cpenu 60sibHBIX ABA.

Martepuan n metogbl

HccnenoBanme OBIIO BBIIIOJHEHO B COOTBETCTBUU
CO CTaHAapTaMU HaIeXallel KIMHWYISCKON IpaKTUKU
(Good Clinical Practice) m mpuHOuImamMu XeIbCUHCKOMN
Jexnapauun.

Ho BKIIIOUYECHHUS B MCCIEOOBAHHWE Y BCEX YIaCTHUKOB
OBLIO MOJIy4eHO MMUChbMEHHOE MH(MOPMUPOBAHHOE COTIa-
cue.

B wuccnenoBanme BxioyeHo 20 mammeHTOB ¢ ABA
(Tabi. 1), KOTOPBIM BBITTOJIHEHA XUPYpPruyecKasi Koppek-
Ous aHEBPHU3MBI C pe3eKIMeil M3MEHEHHOTO yJacTKa
aopTBI, C MPOTE3UPOBAHMEM W aAOPTO-OEHPECHHBIM-
61bypKauIMOHHBIM IyHTUpoBaHueM B GI'BY HMMUII,.
Huarno3 BocmanutenbHoii ABA BepudunupoBaH
Ha OCHOBAaHUM PE3YJIETaTOB THUCTOJIOTHYECKOTO M MMMY-
HOTHCTOXMMHUYECKOTO HcciemoBanmsi. MHTpaomepalim-
OHHBIE GMOITaThl aopThl (puKkcupoBamck 10% 3adyde-
peHHBIM (opManmHOM. [HMcTOIOTMYecKe Cpe3bl OKpa-
IIWBAJIACh TeMAaTOKCUIMH-303MHOM W II0 BaH [u30HY
¢ snactukoit (Masson elastic trichrome) mIs OLIEHKH
CTPOMAJIBHOTO KOMITOHeHTa. MMMMYHOTMCTOXUMMIECKUIA
aHaJlu3 MPOBOAWJICS C TIoMolblo aBTocTaiiHepa (HX
System Benchmark, Ventana Medical Systems, TycoH,
CIIIA) B COOTBETCTBHHM C WHCTPYKIUSIMH IIPON3BOIN-
Tess1. B KadecTBe MEepBUYHBIX aHTUTEN UCIIOIb30BAINCH
MOHOKJIOHAJIBHBIC aHTHTEIa KPOJIMKa K 9eJIOBEUCCKOMY
IgG (Dako Cytomation, ImocTpyt, JlaHus) 1 MOHOKIIO-
HaJbHBIC aHTUTENA MBIIIM K deloBedeckoMy IgG4
(ZYMED Laboratory, Inc, Can-®panmucko, CIIA).
Cpe3sl IpenBapuTeIbBHO 00padaThIBaIM IIPOTEHHA30IA.
OrpunareabHbIe KOHTPOJIW IIPOXONIIM OICHKY IIyTeM
3aMeHBI IEPBUYHBIX aHTUTEI Ha aHAJIOTUIHO pa30aBIIeH-
HYI0O HEUMMYHN3WPOBAHHYIO MBIITUHYIO CBIBOPOTKY. B 5
pa3NIMYHBIX TOJISIX 3peHus (okymsap 10X, mmH3a 40X%)
B 30HAX BOCHAJIMTEIBHBIX U3MECHCHWII B CTCHKE aHEB-
pu3MEI TToncunuThIBaiM KoinmdecTBo IgG- u IgG4-1omno-
KHUTETBbHBIX IJIa3MaTHICCKUX KIJIETOK, TIOCIIE YeTo IIPOBO-
IUJIOCHh CpaBHEHHME ITOIYJICHHBIX 4mced. s Kaxkmoro
cIydast TakKKe pacCUYMTHIBAJIOCh OTHOIIeHME unciia [gG4-
TIOJIOXKUTEITBHBIX KJIETOK K urciy IgG-IT0I0KUTeTbHBIX
KJIeTOK. TOMIIMMHY MHTUMBI (OT IIOBEPXHOCTH aTePOCKIIC-
POTUYECKON OJAIIKKA OO BHYTPEHHETO 3JIACTUYHOTO
BOJIOKHA MEIWM) U TOJIIIMHY aIfBEHTUIINH (OT BHEIITHETO
3JIACTUYHOTO BOJIOKHA MEOWH OO0 CaMOM HIKHEI TOYKHU
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Puc. 1. IMMYHOrMCTOXMMUYECKMIA aHANN3 CTEHKM aHeBPK3Mbl OptoLwHOro otaena aoptsl. MHdunbtpaums IgG u IgG4+nnasmaTuyeckumm knetkamv aaseHTuumm (x400).

AIBEHTUIINN) PACCUYMTHIBAINA, WCTIONB3YS] OKpallleHHbIE
1Mo MeTomy BaH [M30H cpe3bl ¢ MpUMEHEHWEM MUKPO-
cKonuueckom auHeliku. KpoMe Toro, mpoBepsiioch Halv-
yye CHEeAyIoIUX CEeMU TUCTOJOTUYECKUX TPU3HAKOB:
uHbWIETpay Helitpodunamu (>10 B 11/3), nHGMIBTPa-
umu 303uHOMmIamMu (>S5 B 11/3), MHQPWIBTpAINY TIa3Ma-
THYeCKUMHA KiteTkamu (>10 B 11/3), TIpucyTcTBUS JrMda-
TUYECKOTO (hOJLTUKYJIA C 3aPOABIIIEBBIM IIEHTPOM, OOJIH-
Tepupyoomero ¢aedbura, TpaHyIeM W WHOWIBTpAUN
TePUHEBPATEHBIMU BOCTIAJIUTETbHBIMY KJIETKAMM.

DakTopbl PUCKA M CBSI3aHHbIE 3a00/IeBaHUs. AHATA3M -
pOBaIMCh TPATUIIMOHHBIE TS pa3BuTHs ABA dhakTopbl
puYcKa, KaK KypeHue, TUIIePTOHUS, TuabeT W TUTIEPIIn-
MUAEMUS, PETPOCIEKTUBHO WCIIONb3ysl TIpemornepa-
LIMOHHBIE aMOYITaTOpHBIE KAapThl KaXAOTO IMalieHTa.
Taxxe TpoOBOMWIOCH M3yYeHWE aHaAMHe3a WIeMUYe-
CKOIl 0OJIE3HM cepAla U ayTOMMMYHHBIX HapyLICHWIA.
Kpome Toro, mpoBommiach OolleHKa aHaMHe3a TallMeH-
TOB HAa HAJIWYME PACCTPOUCTB, TAaKMX KaK OPOHXMATb-
Hasl acTMa WJIM JIEKAPCTBEHHBIE AJJIEPTUU, TTOCKOIbKY
HemaBHO OBUIa TIpemioxkeHa cBs3b Mexmy IgG4-CChb
U aJUTEPTUIECKUMU peakiusMu [2].

JlabopaTopHbie HcciemoBanus. B Teuenme 1 Mecsiia
OO oIepanry BCEC MAHMEHTHI ITPOXOAWIJIN CTAaHOAPTHOC
JlabopaTopHOe O0O0CeNOBaHME C OIpeneaeHueM KOJu-
YecTBa JICUKOIIMTOB B IeprpeprIecKoil KpOBU, COmep-
xaaus C-peakruBHoro 6enka (CPB), obmero xoiecre-
pVHa, XOJIeCTEpWHA JIUITOMPOTEMHOB BBICOKON IIIOT-
HOCTH, XOJIECTEpUHA JIUTIOMPOTEMHOB HU3KOW IUIOT-
HOCTU U TPUITIMLECPUOIOB. Z[OHOJIHI/ITCI[LHO BBITTOJTHE -
Ha OIleHKa ChIBOpoToyHOro ypoBHs IgG4 (BMS2095,
Bender MedSystems). ¥ Bcex malmeHTOB ObLIa OTpHUIIA-
TeJbHas peakius Baccepmana.

Huarno3 IgG4-accoummpoBaHHOIT TTATOJIOTUN A0OPTHI
CTaBWJICd HA OCHOBAHHNU BbISABJICHUS ITOBBIILIECHHO-
ro ypoBHs1 IgG4 B ceiBopoTke KpoBW U muddysHoit
nHpusTpaumu [gG4-moNIOXUTETbHBIMY TIIa3MaTHYE-
CKMMM KJIETKaMM aIBCHTHUIIMMN AaHCBPU3MATHYCCKOTO
pacumpeHus aopTHI [2].

B pabote olleHMBaJUCh MHTpAONEpaALIMOHHbBIE OCO-
6eHHOCTH, MH(pOpMaILUSI 00 OCIOXHEHUSIX, UMEBIINX
MecTo B TeueHUe 30 mHeit mociie onepann, U pe3yiib-
TaThl JOJITOCPOYHOTO TIOCIEOTNePAlIMOHHOTO HA0IIone -
HUs.
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PesynbTathl uIcCnegoBaHus naumeHToB ¢ ABA

Mokaszatenb

n=8
Tutp IgG4 B CbIBOPOTKE KPOBU, Mr/A1 1632,35+92,3
CPB, mr/n 76%1,2
[LnvtensHocTb cy6debpunuterta, KONMYECTBO AHel 10+4
BHYTpW6ONLHUYHAs NMHEBMOHUS, N (%) 2 (25%)

JletanbHocTb (30 aHei) 0

CratucTuyeckne nanaple. CTaTUCTUUECKUIT aHaIM3
MPOBOAWJICS C UCHoNb3oBaHMeM TecTa Dumiepa, Tecta
XM-KBajIpaT, ¢ TOMpaBKoil Meiitca Mo HeoGXOIMMOCTH
u U-kputepriem MaHHa-YUTHU U151 HECBSI3AaHHBIX HETla-
paMeTprUiYeCcKUX NAHHBIX. 3HAYUTELHBIMA CUUTAJINCHh
sHaueHus P<0,05.

PesynbTtaTthbl

IMaumeHnTHl U3 rpynIbl BocnaauTeabHO ABA ObLIn
MOJIOXE ITAIIMEHTOB C aTepOCKICPOTUICCKUM TECHE30M
3aboneBanust (64%5 u 71X8 JeT, COOTBETCTBEHHO;
p<0,05) n yaime B TIpemAonepallMOHHOM IIEPHONE ITPEIb-
SIBJISLIM KajoObl Ha 00X B XMUBOTE U moscHuie (62%
u 8%, coorserctBeHHO; p<0,05). ITo manueiM MCKT
aopTorpadmu CTpyKTypa aopTaIbHOI CTEHKM Ha cpe3ax
npu BocrnaauTeabHoii ABA M artepockiiepoTuueckoit
ABA nHe omimmuanachk. [Ipu3Haky IMCCEKUMU BBISIBIICHBI
npu MCKT aopTsl TOJBKO B TpYIITe aTepPOCKIEPOTAYE-
ckoit ABA y Tpex mauueHToB. [uameTrpbl aHeBpU3MaTH-
YeCKOTO MEIIKa OBUIM COIOCTaBMMBI B OOEHX TpyIIIIax.

V nByx mamueHTOB ¢ BocnaauTeabHol ABA B aHam-
He3e MPOCIeXKUBAINCh yKa3aHWS Ha JIEKapCTBEHHYIO
ayjutepruto. Emme y omHoro mammeHTa B aHAMHE3¢ OBLI
ayTOMMMYHHBI TUpeounauTr. HHMKTO M3 mauueHToB
HEe TPUHUMAJ TITIIOKOKOPTUKOCTECPOMABI IO OICPAIINH.

B uccnenyemoii rpymnmne y 8 (40%) nmaiueHToB B IIpe-
CTaBJICHHBIX 00pa3liax TKaHei CTeHKN a0pThI 00OHAPYKEH
MMOBBIIIeHHBIN TUTP 1g(G4, BHISIBIICHBI YTONIIICHNE aIBEH-
THIIUM, IPU3HAKU (DJIeOMTa, 9TO MOATBEPXKIACT IIPEIIIO-
JIOXKEeHEe 00 ayTOMMMYHHOW STHOJIOTMHM 3a00JIeBaHUS
aopTthl (puc. 1). ¥ octaqbHbIX TALIUEHTOB IO pe3yJbTaTam
MMMYHOTHUCTOXUMIUIECKOTO W THCTOJIOTUYECKOTO MCCIIe-
MOBAaHUM IIOATBEPKICH aTEePOCKICPOTHUYCCKUII TeHE3
AHEBPU3MBI, IUISI KOTOPOTO XapaKTepHa NCTOHYCHHAS
WHTUMA C KaJTbIIMTHIPOBAHHBIMY BKITIOUCHUSIMU.

VY yactu nauueHToB (75%, n=6) 13 rpyIIbl BOCHAIN-
TenbHOUM ABA GBI 00HapyKeH MOBBIICHHBIN THTP 1gG4
B CBHIBOPOTKE KPOBW M NOBHIIICHHBIT ypoBeHh CPB
(Tabm. 2). B paHHeM ITocieoIlepalliOHHOM IIepuone 2
nalyeHTa ¢ BocmauuTeabHoil ABA mepeHecin BHYTpHU-
OOJILHMYHYI0O NTHEeBMOHMIO. Kpome TOro, IallMeHTHI
W3 TPYIIIBI BOCHAJIWUTEIBHOM IIPUPOABI AHEBPU3MEI
B ITOCJICONEPALIMOHHOM MEPUOJE UMENU 00Jiee TTUTENb-
HBII TIEPUOI TUTICPTEPMHUM.

MaupeHTsl ¢ BocnanuTenbHon ABA,

Ta6nuua 2
MauyeHTbl ¢ aTepocknepoTnyeckon ABA, 3HaunMmMoCTb
n=12 pasnununi
455,75+20,9 p<0,008
3,4+0,9 p<0,05
6+4 p<0,02
0 p<0,04

0

Ipynmer He pasmmaanuch 1Mo 30-THEBHOM JIeTaabHO-
CTH.

O6GcyxaeHue

B HacrogieM wucciaegoBaHUM TpOaHAIM3UPOBAHBI
KIIMHWYICCKUE XapaKTepucTuK IgG4-BocnaauTeTbHOM
ABA. IIpu oueHKe orpaHMYeHHON BHIOOPKM ITallMEHTOB
ABA, moniexxanmx Xupypruieckomy Je4eHUI0, yCTaHOB-
nmeHo, 4dro lIgG4-BocmamutenpHass ABA BcTpedanachk
B 40% cnyuyaeB ABA. Y nauuentoB IgG4-Bocnanurenb-
Hast ABA mporekana Ha (poHE a/IeprudyecKuX Uil ayTo-
nMMYHHBIX HapymeHwuit. s IgG4-BocnaautenbHOM
ABA xapakTepHO YyTOJIIIIEHUE aABEHTUIIUM C MHOIOYM-
crenHoil wHumbprpanmeit IgG4-m0I10XUTETPHBIMU
TUTa3MAaTHIECKIMHU KJIETKAaMH 1 OOIUTEpUPYIOIMIM hJIe-
OMTOM.

IIpumeuarenbHo, uto 40% ciiyyaeB OT OOLIETO YKCIIa
ABA, monnexanmx Xupyprudeckomy JIedeHUIO, OKa3a-
mmck mmeHHO I1gG4-BocmanurenbHble ABA. o Havama
HACTOSIIIIETO MCCICIOBAHUS MBI He cumTanu, uyto 1gG4-
BocnaymTeabHast ABA sBasieTcss pacrpocTpaHEHHBIM
3abosieBaHueM. K coxaneHuto, 10 CUX MOp HEU3BECTHA
TOYHAsI PacIpPOCTPaHEHHOCTh 1 3aboneBaeMocTh 1gG4-
CBSI3aHHOM pa3HOBUIHOCThIO ABA, BKIIIoUast 1 HEXUpPyp-
rudyeckre ciaydan. OgHaKO MOHUTOPHWHT KOHIICHTPAINU
IgG4 B cBIBOPOTKE KPOBU MOXKET OBITH ITOJIC3HBIM HEMH-
Ba3WBHBIM METOIOM IUAarHOCTHKHN Kak IgG4-Bocmamm-
teabHOUM ABA, Xak n mabIx IgG4-CCBb.

IgG4-CCb nMeeT cxomHble KIIMHUYECKHE TTPOSIBIIE-
HUS HE3aBUCUMO OT OpraHa, B KOTOPOM IIPOMCXOIVIIO
dopmupoBaHue 3aboneBaHusd [4]. B HegaBHeM mpomI-
JIOM BBIIBHUHYTO IPEOTIOJIOXEHUE, YTO MEXIY UMMYHO-
robynuHoM G4 (IgG4) u uaMonaTuyecKUMHU CKIepo-
3UPYIOIINMH 3a00JIEBAHUSIMU CYIIECTBYET TeCHAsI B3aM-
MocBs3b. Ig(G4-cBsI3aHHOE CKIepO3UMpylollee 3aboiie-
BaHUe, TaK HasbiBacMas IgG4-cBsI3aHHAs CKIIEPO3UPY-
fomast 6one3us (IgG4-CCBh) BnepBbie onucaHa mpuMe-
HUTEJIbHO K ayTOMMMYHHOMY TaHKpPEaTHTy (CKJIepo-
3upylolleMy IaHkpeatuty) [6]. BmociencTBumu omuca-
HHUE 3TOTO 3a00JIeBaHMs BKIIIOUMIIO B ceOs ITOpakeHUe
IPYyTHUX OPTraHOB, B TOM YHUCJIE XEITIYHOTO IIPOTOKA,
CIIIOHHOM 3Keje3bl, 3a0pIOIIMHHOrO IIPOCTPaHCTBA
u jerkoro [7]. BHe 3aBUCUMOCTM OT IOPaXeHHOTO
oprana, IgG4-CCb memoHCTpupyeT 0O0IINe KIMHUKO-
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natonornueckue npusHaku. IgG4-CChb vamie BcTpeya-
eTcsl cpelrd MYXUYMH, I Hee CBOMCTBEHHBI TTOBBIIIICH-
HBeIT ypoBeHb IgG4 B CHIBOPOTKE KPOBHM M BBICOKAS
YYBCTBUTEJIBHOCTh K TIIOKOKOpTHUKOCTepomaam |[3].
I1pn nanHOM 3a00JieBaHUM ONMUCAHBI U dy3HAsT TUM-
domnazmMaTudeckass WHPMWIbTpAUs, HEOTHOPOTHBIN
¢ubpo3 u obaurepupywuit ¢aeour. UMmyHorucro-
xumndueckast okpacka Ha IgG4 BeigBnseT nudgy3HyIo
nHbmwibTpanuio 1gG4-moI0XUTeNPHBIMU TIIa3MaTHIC-
CKMMH KJIeTKaMu [6]. KpoMe Toro, y HEKOTOPBIX IMallyi-
€HTOB B TATOJOTMYECCKUI IIPOIECC BOBJEKAIOTCS pas-
JIMIHBIC OpraHbl KaK OMHOMOMEHTHO, TaK M B IIpoIlecce
IWHaMU4YecKoro HabmoneHus [4], 4YTO yKa3bIBaeT
Ha cucteMmHblit xapaktep IgG4-CCB. Ero BaxkHeineit
KIMHAYECKON XapaKTEePUCTUKOM ITO-TIPEXHEMY OCTa-
eTCSI 4YYyBCTBUTENBHOCTh K cTepoummaMm. IgG4-CChb
OOBIYHO IPOSBIIACTCS B BUIE TICEBIOOITYX0JIEBOTO 00pa-
30BaHMS MMOPAXEHHOTO OpraHa M B HEKOTOPHIX CIIyJIacB
IIOJIyJ4aeT Ha3BaHME BOCITAJMTEIBFHOM IICEBIOOIYXOJU
[8-9]. MonoxwutenpHbrii orBeT IgG4-CCh Ha cTepoun-
HYIO Tepanuio, Kak IIpaBUJIO, pa3BUBacTCI B TeUeHUE 2
wm 3 Henm. Ilpm 3TOM OTKPHITBIM OCTaeTCsI BOIIPOC,
s dexTUBHA U cTeponaHas Teparnus B teueHnu IgG4-
BocnanuTeabHoii ABA, 1 6e3omacHa i1 oHa IJIs1 IPYTUX
OpraHoOB M cucTeM. B pamMKax HacTOSIIEro MccieaoBa-
HUS HU ONWH TAIIMEHT HE MOoJIyJYal CTEPOMITHYIO Tepa-
IMI0, XOTS ¥ MPENNoarajoch, YTO YTOIIICHUE aaBeH-
THUIMHA MOXHO YMCHBIINTbH ITOCPEACTBOM €€ IpUMEHe-
Hus. [IpemomepanioHHAasT CTEPOUIHAS TEPAIIAS MOXET
0Ka3aThCs TOJIC3HOW I yYMEHBIICHUSI (PUOPO3HOTO
cpalieHMs B 3a0pIOIIMHHOM IIPOCTPAHCTBE, YTO ITO03BO-
JINT CHMU3UTh PUCK XMPYPIrUIESCKOTO BMEIIATEIIHCTBA.
OmHakKoO B 3TOM ClTydae MOXET BO3PacTH PHCK pa3phiBa
aHEBPU3MEI B CBSI3H C NCTOHUYCHHEM agBeHTULINU. [103-
TOMY CJIeAyeT cOOIIonaTh OajlaHC MEXIY YMEHBIICHUEM
cpalieHus B 3a0pIOIIMHHOM IIPOCTPAHCTBE M PHCKOM
pa3pbeiBa aHeBpU3MEL. IlomydyeHHBIC JaHHBIC TTOMYCPKM-
BalOT HEOOXOMMMOCTh IIPOBEICHUS JATbHEHIINX UCCIIe-
ITOBaHWII, YTOOBI 3aKJIIOUYNTh, KaK WMEHHO CJIEOyeT
HCITOJIb30BaTh CTEPOUIBI B MEIMKAMEHTO3HOM JICUCHUHU
IgG4-BocmmammrenbHOM ABA.

IIpu xupypruaeckoM BMeIIaTeIbCTBE M3-3a IIPUCYT-
CTBUS IIpU BoCTTaiMTenbHOM ABA miotHOro hmbposHoro
CpallleHUsI CO CTPYKTypaMH, MPWICTAIOIINMH K OpIOIII-
HOM aopTe, pacceyeHue 3aTPYIHEHO, a HETIpeTHAMEPEH-
HOe TIpOKAJIbIBAaHWE AaHEBPU3MBI MOXET IIPUBECTU
K JIETATLHBIM OCJIoXHeHUSIM [4]. KoadduimeHnt cmept-
HOCTM MpU aTepocKiiepoTudyeckoii ABA, 1Mo JaHHBIM
U3 IUTepatypul, cocrabister 3-4% [2]. U3 Tpex rpymn
TOJBKO B IIOATPYyIE manueHToB ¢ IgG4-Bocmannreis-
Hoit ABA (2 ciaydast) mMmenn MecTo cMepTHu B TedeHue 30
JIHei mocie omepauuu (JIeTaIbHOCTh 15%), BEpOSITHO,
MOTOMY, 4TO Oojiee TecHOoe (huOpO3HOE CpalleHUEe Ipu
IgG4-BocmammrenbHOt ABA co3maer OoJble TpYIHO-
CTel TIpH XMPYPTUIecKoit onepanni. MoXHO IPEaIoo-
KUThb, YTO DSHIOBACKYJSIPHBIM TOOXOH B COYCTAHUM

CO CTepOMIHOM Tepammeil OymeT Oojiee ITOIXOMSIINM
B neyeHnu IgG4-BocmammrenbHOM ABA.

Jlo cux mop MHTepIpeTaluss BocHaauTenbHO ABA
HeomHO3HaYHa. HekoTopeie mccienoBaTean paccMaTpH-
BalOT BOCMaInTeNbHYI0 ABA Kak KpaiiHuii ciiydaii aTepo-
ckieporndeckoii ABA [5, 7], Torma kKak npyrue mnpemnjia-
raloT BUAETh B BocnaauTeabHOI ABA ayrToMMMyHHBII WK
WHQEKIIMOHHEBIN mporecc [8, 9]. MBI U3y4mim BOCIIAIM-
TenbHYI0 ABA ¢ Touku 3penns IgG4-CCh u mpummm
K BBIBOIY, YTO BOCHAJIMTEIbHEIE ABA MOXHO pa3meinTh
Ha nBa tina: IgG4-cs3annble 1 IgG4-HecBI3aHHBIE CITy-
qyau [9]. CymectByer MHeHUE, 9TO IgG4-BocnanmTeabHas
ADBA gBnseTcsl YHUKAJIbHOM KaTeropueil aHeBpU3M, IS
KoTopoit xapaktepHa IgG4-cBs3aHHAsT MMMYHHasI peak-
nust. Takye aHeBpU3MbI MOTYT OBITh OOTHHUM W3 ITPOSIBIIC-
auii IgG4-CCB. Yetko pasmensats Ha IgG4-cBsi3aHHBIC
M HECBSI3aHHBIE CIIy4ad cpeau BocmaauTeabHoO ABA
Ype3BBIYATHO BaXXHO, ITOCKOJIBKY 3TH 1IBa 3a00JICBaHUS
WMEIOT pa3Hble KIMHUKO-TIATOJIOTMUECKIE XapaKTepH-
CTUKU. B 9acTHOCTM, OHM pa3IM4YaloTcs B OTHOIICHUU
pHCKa pa3BUTHS pa3pbiBa aHEBPU3MBI W YYBCTBUTECIb-
HOCTB K CTEPOHIAM.

JIro6omeiTHO, uTo MamueHTHI ¢ 1gG4-BocmanuTenb-
Hoit ABA TakKe 4yacTo cTpagajii OT OCJIOXKHEHUI ajiiep-
TUYECKOTO XapaKTepa, TAKMX KaK OpOHXHMaJbHasI acTMa
WIN JIeKapCTBeHHas ayieprusi. Kpome Toro, KOHIICH-
Tpanus IgE B CBIBOpOTKEe KpOBU 3HAYNTEITHLHO MOBHITIA-
nmack B cnydasx IgG4-cBg3anHoro 3aboneBanns. KoH-
KpEeTHBIH XapakTep MMMyHHOU peaknuu npu IgG4-CCh
MO-TIPEXXHEMY OCTAaeTCSI HEOTHO3HAYHBIM, M Ha CETrOi-
HSITHWI IeHb MeXaHNU3MbI nHbmwIsTpanun IgG4-1omo-
KHUTEJBHBIMY TUIA3MAaTUICCKUMU KJIETKAaMH ¥ TIOBHITIIE-
HUS KoHmeHTpanmum IgG4 B CBHIBOPOTKE OO KOHIIA
He mM3y4eHBl. TeM He MecHee, BHUMaHME OOJIBIIMHCTBA
HcciIenoBareell mpuBiIeKaeT cBs3b Mexny IgG4-CCh
" ajmneprudeckumu peakuusamu [8]. HemasHo B SAmonun
3aBepIIeHO MCCIIeAOBaHNE, B KOTOPOM OIICHMBAIAacCh
nponykuusa utoknHoB npu 1gG4-CCB. YcraHoBieHoO,
gro npu IgG4-CCh noshiieHO comepxanme Th2-kie-
TOK C IMIPOAYKIMEH TaKUX IMTOKNHOB, KaK MHTCPJICHKITH
4, MHTepJAeUKUH 5, MHTepaekuH 13, TpaHchOopMUpYIO-
muit ¢pakrop pocra 3 m mHTepiaciikma 10 (IL-10) [8].
NMMyHHBIE peaknum ¢ TipeoOnamanmeM Th2-KieTok,
Habmomaemsbie Tipu IgG4-CCh, oTIMyaInch OT TAKOBBIX
npy OOJBIIMHCTBE ayTOMMMYHHBIX 3a00JieBaHMA, IS
KOTOPBIX XapaKTepPHBI peakKnuy ¢ aktuBanueit Thl-kie-
TOK, M B 3HAUYMTEIIPHOM CTEIICHN HATIOMWHAJIN aJUIepTH-
YecKylo peakumio. Kpome Toro, cylecTtByer MHEHUE,
yro IL-10 MoXeT NMpUHUMATh y4acTue B TOBBIIIEHUN
koHneHTpaun IgG4 B CBIBOPOTKE KPOBU U MH(PUIIBTPa-
mun 1gG4-1momoXNTETPHBIMY TIIa3MaTUYECKIMHU KJICT-
KaM#, TOCKOJBKY IL-10 ToTeHIManbHO CTUMYJIUPYET
BeIpaboTky IgG4 B-nmumdbonmtamu. TpaHchopMupyio-
IOt pOCTOBOIt (pakTOp [3, OTBETCTBEHHBIN 32 IIPOIIECCCHI
(p1bpo3a, Takke MOXET IIPUHUMATh y4acTHe B 00pa3o-
BaHUM CIIaevyHOTro mpoiecca [9].
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Rose DF u Dent TL cumuTaior, 4TO BOCHaIUTEIbLHASI
ABA paccmarpuBanach Kak KpaliHMIA cilydaii BOCTIAJIM-
TEILHOIO TIpoliecca MpU aTepocKiaepoTudeckoir ABA
W3-32 OTCYTCTBUSI YETKUX OTIIMINU MEXIY aTepOCKIICPO-
THYECKOM M BocranureabHoii ABA [6]. OnHako, yYUTHI-
Basi ayTOMMMYHHBIe acIieKTel He-IgG4-BABA, cyme-
CTBYIOT M IPYTHE THITOTE3bI, TaKNE KaK ayTOMMMYHHBIC
peakIuy Ha MECTHBIC aHTUTEHBI, CPEIU KOTOPBIX OKWC-
JICHHBIC JINTIOIIPOTEMHBI HU3KOM IIJIOTHOCTU W IICPOUII,
MIPUCYTCTBYIOIINIT B aTepOCKICPOTUIECCKOM OJIsImmKe [9].
Yepes moBpeXIeHHYIO MHTUMY U MEOUIO CTCHKU aOPTHI
B T€UCHHE UTMTCIIBHOTO BPEMEHU IIPOMCXOIUT IIPOHMK-
HOBCHHE HEW3BECTHBIX aHTUTCHOB, KOTOPHIC MOTYT WT-
paTh ONpeaeIeHHYIO POJIb B ITOMICPKAHUN XPOHMIECKO-
ro BocHajeHUs. JIpyruM BO3MOXHBIM 3THOJIOTMICCKIM
dakTOopoM OBLIO IPUCYTCTBHE WMH(MEKIIMOHHOTO arcHTa,
takoro Kak Chlamydia pneumonia n Cytomegalovirus [9].
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