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K1e 0CoODeHHOCTH

|8GA4-cBA3aHHOr0 3a0ptoL

MHHOro hnbpo3a

JNnuwyk CB.'« [lybosa E.A." « NaBnos KA." « bopbat A.M." « Yaanos tO.[].

AKTyanbHOCTb. 3abpiolwyHHbIN Grbpo3 (30) -
pepkoe  3aboneBaHue,  XapakTepusyloujeecs
$1bpo3HO-BOCMANUTENBHBIMY N3MEHEHMNAMU
MAFKUX TKaHel 3abpIolMHHOIO MPOCTPaAHCTBA
C BOBJIEYEHMEM B MPOLIeCC Npuiexallx opraHoB
1 CTPYKTYp. B HacTosLlee Bpems YacTb Habnoge-
HU 30 OTHOCAT K nNposBneHuto |gG4-cBA3aHHOM
6onesHn. Llenb - npoBecTn cpaBHUTENbHOE
KNNHUKO-Mopdonornyeckoe wusyyeHve |gG4a-
cBsAzaHHoro 3® 1 nanonaTMYeckoro (He cCBs3aH-
Horo c IgG4) 30. MaTepuan n metoabl. PaboTa
OCHOBaHa Ha KOMMIEKCHOM MOPQONOrnyeckom
NCCNIefOBaHUN OMEPALVIOHHOTO 1 6MONCHUIHO-
ro matepuana ot 12 nayumeHTtoB ¢ 3O. NMomumo
nccnefoBaHyA NpenapaToB, OKPaLIEeHHbIX rema-
TOKCW/IIHOM 1 303WHOM, MPOBOAWIN VMMYHOT M-
CTOXMMUYECKOe NCCNefoBaHNe C onpeaeneHnem
abcontoTHoro konuuectBa CD138* knetok, IgG*
1 lgG4* B BoCManutenbHbIX MHPUAbTPaTax, a Tak-
Xe cooTHoweHn |[gG4/1gG n IgG4/CD138 KneTok.
PesynbTaTtbl. [londa naymeHToB ¢ |gG4-cBA3aHHbIM
30 cocTaBuna 66,7% (8 n3 12). Cpegn naymeHToB
¢ lgG4-cBasaHHbIM 30 npeobnaganv nmua Myx-
CKOro nosa, CpeAHui BO3pacT NauneHToB cocTa-
Bun 54,9+10,3 roga, npyu 3TOM MANOMNATUYECKNI

3D pa3BrBanca ofMHaKOBO YacTo y Nofen 6onee
MOJIOflOro Bo3pacTa He3aBUcMMO OT nona. lgG4-
cBA3aHHbIN 3@ y Bcex MayMeHTOB CONPOBOXAa-
CA BOBJIeYEHMEM B MATONIOrMYECKU npoLecc
npunexawmx CTPYKTyp U opraHoB, TOraa Kak npu
ngronatuyeckom 3® TONIbKO B MOMOBUHE Habio-
[leHNA OTMEeYEHO BOBJIEYEHVIE CTEHKM aOPTbl B Na-
Tonornyeckun npotuecc. Mpu mopponornyeckom
nccnepoBaHum npenapaTos npu lgG4-cBA3aHHOM
30 BbIABEHbI MNPU3HAKKW, XapaKkTepHble Ans
IgG4-cBA3aHHOrO 3aboneBaHWA:  Bblpa)keHHas
numdonnasmoumnTapHas MHOUNbTPaLUs, BUXpe-
06pasHbin $prbpos n obnutepupyownii Gneburt.
KonnuyectBo 1gG4-no3nTUBHbBIX MAa3maTUYeCKnx
KneTok B UHUIbTpaTax coctaBuio 25 n bonee
B 1 none 3peHus, a COOTHOLIEHMe Mna3matuye-
ckux knetok [gG4+/1gG* n 1lgG4+/CD138 coctaBuio
6onee 50% BO BCex HabnwoaeHusx. B Habnoge-
HUAX naronatuyeckoro 3® B npenapartax oTCyT-
cTBOBany npusHaku lgG4-cBazaHHON 6onesHu,
konnyectBo IgG n IgG4-nna3maTnyeckmx Knetok
B BOCManuTeNbHbIX WMHOUNbTPaTax OblO 3Ha-
YATENBHO HWXKE, NPU 3TOM COOTHOLUEHMe Mnnas-
mMaTuyecknx knetok lgG4*/1gG* B uHdunbTpate
coctaBnano mMeHee 10%. 3aknioueHue. Cpeaun

BCex HabniofgeHnn 3O 6onbluyio A0S0 COCTaBIIA-
eT |lgG4-cBAzaHHbIN 30, ABNAACH YacTblo CUCTEM-
HOW ayToMMMyHHOWN |gG4-cBA3aHHOW 6GonesHu.
OnddepeHymanbHbI AVarHo3 JOMKEH CTPOUTH-
cA Ha MopONOrNYeckol oLeHKe 1 pesynbraTax
MUMMYHOTMCTOXUMMNYECKOTO NCCefjoBaHNA C 065-
3aTenbHbIM BbliBieHNeM sKkcnpeccum IgG, CD138
1 |gG4 B nopaKeHHbIX TKaHAX, YTO B pAAe Cnyyaes
MO3BOJSIUT N36exaTb HEHYKHOMO X1PYPrMYeCcKoro
BMellaTeNnbCcTBa. [JOCTOBEPHbIN AMarHo3 onpe-
flenseT AanbHelllylo TepaneBTUYECKYlo TakKTUKY
BeAeHNA 60MbHbIX.

KnioueBblie cnoBa: 3abpolnHHbIN $pubpos, IgG,
1gG4, mopdonornyeckune Kputepum

Ona uutupoBaHma: Jlvwyk CB, [ybosa EA,
Manos KA, bop6at AM, Ymanos OL. KnuHuko-
mMopdonornyeckmne ocobeHHocTn 1gG4-cBA3aHHOrO
330pIOLWMHHOTO GrOPOo3a. AnbMaHax KINHUYECKOW
mMegunumHbl. 2020;48(2):110-6. doi: 10.18786/2072-
0505-2020-48-010.
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abpromnHubI Gr6épos (3P) - pegkoe 3a60-

JIeBaHMe, XapaKTepusyoleecs pasBUTIEM

BocmaseHus u ¢pubposa B MATKUX TKAHAX

3a0pIONIMHHOTO IPOCTPAHCTBA ¥ APYIUX
opraHax OpromHoit nonoctu. Ilepoe HabmoneHme
3®, compoBokpaBIieecsi OOGCTPyKIMell MOYeTOd-
HUKOB, CHieNTaHO PpaHIy3cKuM yponoroM J. Albarra
eme B 1905 r. (uut. mo [1], c. 1049). B 1948 r. nBa
aHAJIOTMYHBIX CTydas omucan gokrop J. Ormond,
6marogapss koropomy upmomarudeckuit 3@ wusse-
CTeH HaM Tofi HasBaHueMm OomesHum Opmonpga [2].
O6b14HO  PUOPO-BOCIIANTUTENBHBIN MPOLECC II0-
pa’kaeT TKaHU BOKPYT OpIONIHOTO OTAeNa aOpTBhl,
MIOZ{B3/IOLIHBIX apPTEPMil ¥ MOYETOYHUKOB [1, 3, 4].
3abpromnHHbI GUOPO3 MOAPA3/E/IOT Ha [Ba THUIIA:

UIVONIATUYECKNIT ¥ BTOpUYHBIA. IlepBolit THI co-
CTaBJIAET OKOJIO JIBYX TpeTeil Bcex Habmopennit 30,
I €TO IATOreHe3 10 KOHLA He M3BecTeH. IIpnumnHoi
Broporo Tuma 3P CTAaHOBATCA 3/10Ka4eCTBEHHDIE
OIyXO/M, MHPEKINNU, a TaKXKe [INTETbHBIN IIpreM
HEKOTOPBIX JIeKApCTBEHHBIX IIperaparos [5-8].

B nocnennee fecatunerue B xope usydenns IgG4-
CBSI3aHHOII 60/Ie3HU OBbIJIO YCTAHOBJIEHO, YTO Y 9acTU
HalMeHToB ¢ mpamomarumdeckuM 3P B 6Guomrarax
nbpo3HBIX Macc U3 3a0PIOIIMHHOTO IPOCTPAHCTBA
B BOCIIQINTENbHBIX WHQUIbTpaTaX BbIABIAETCA
6onpioe xomdecTBo I1gG4* mmasMaTM4ecKux Kie-
TOK, YTO TaK>Ke COIIPOBOK/JAETCs 3HAYNTETbHBIM I10-
BbllIeHMeM YpoBH: 1gG4 B cbIBOpoTKe KpoBu. B cBA-
31 ¢ aTuM 651710 BBeieHO noHsiTie [gG4-cBsisaHHOrO

OpI/IFI/IHaJ'IbeIe CTaTbW
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3® kax pegkoro mposiBrenns 1gG4-cBsizaHHOI 60-
ne3HN. B manpHelmeM, 1o Mepe HOHMMAaHM A MaTore-
Hesa IgG4-cBsA3aHHOIT 60/Ie3HM, KOMNYIECTBO HAOIIO-
menuit IgG4-cBasannoro 3P crano pacru [1, 5]. Ilpn
9TOM JI/IS yCTaHOB/IeHM A iuarHo3a IgG4-cBA3aHHOTO
3P npuMeHANTCA Te XKe TUCTONOTMYeCKMe KpuTe-
pun, uto u s IgG4-cBA3aHHBIX MOpaXeHMIT APy-
TUX JIOKAIM3ALMIil: BBIPaXKeHHasi TMMQOIIa3MOIi-
TapHasa MHGUIbTpauus; Guépos, KOTOPLIL XOT Ob
JaCTUYHO MIMeeT BUXPeoOpasHbIil (MyapOBBIil, «CTO-
pUQOPMHEIIT») PUCYHOK; 00muTepupyomuit ¢predut
[9, 10].

[Tenblo HACTOSAIETO MCCIE[OBAHUA OBIZIO CpaB-
HUTEIbHOE KIMHUKO-MOpP]OIOrnieckoe MU3ydeHue
IgG4-cBA3aHHOTO M MAMOIATUYECKOTO, HE CBA3aH-
Horo ¢ IgG4, 3.

MaTepman n metojbl

Pa6oTa ocHOBaHA Ha KOMIUIEKCHOM MOpPQOsornye-
CKOM MCC/IeJOBAaHUY KOHCY/IbTAaTVBHOTO, OMOIICHII-
HOTO ¥ OIepaIYIOHHOTO MaTepuana oT 12 60MbHBIX
¢ 3® B Bo3pacTe OT 32 710 65 /IeT, IOCTYINBIIETO
B IarojioroaHaToMmyeckoe otmenenune OI'bBY I'HIT
OMBI] um. AJ. bypnasana B 2017-2019 rr.

Marepuan #ns  MopdOIOrM4ecKoro yccie-
moBaHMs 6bln1 ukcupoBaH B 10% HelTpanrbHOM
3abydepenHom ¢opmanmue. [ucronmormyueckas
IPOBOJIKA OCYIIeCTB/IeHa B BAaKyyMHOM aIllapa-
Te CTAaH[JAPTHBIM METO[OM M3OIIPOIN/I/9TaHOL.
I'mcTonornyeckne cpespl TONIIMHON 4-5 MKM ro-
TOBMJIVICh HETIOCPE[ICTBEHHO Iepe]; OKpaIllBaHNEM
reMaTOKCUIMHOM M 303MHOM U MMMYHOTUCTOXM-
MWYECKO peakuueil. MOHTMpPOBaHME IIPOBOAU-
7I0Ch Ha IOJIOKUTENIbHO 3apAXKEHHbIE CTEK/Ia C BbI-
CyLIMBaHNEM B COOTBETCTBUM C PeKOMEH[ALMAMU
npou3BOANTeNA. VIMMYHOTMCTOXMMMUYECKOE OKpa-
muBaHue ¢ aHtutenamu K IgG, IgG4 n CDI138
BBINIONIHA/IOCHh  aBTOMATU3MPOBAHHBIM  METOZOM
C TIOMOIIbI0 MMMYHOTUCTOCTeiiHepa Ventana
BenchMark Ultra ¢ genapadmunsanueit u jemacku-
pOBKoIT B ammapare. AOCONIOTHOe 3HaYeHMe IJIas-
MaTu4YecKux Knetok, CD138" knerok, IgG* n IgG4*
KJIETOK OIIPE/e/Is/IOCh B 3 MOJISIX 3peHMst Ipu 60/Ib-
oM yBenudeHnn o6vexTuBa x 40 (I13BY), B yuact-
Kax UX Haubomiburero cxkomreHms. Hamm omeHu-
Basioch cooTHomeHue IgG4/IgG kmerok, a Takxke
IgG4/CD138 kneTox.

CraTucTuyecKnit aHaIn3 KOMMIeCTBEHHBIX JlaH-
HBIX IIPOBOJVIIN C MCIIONIb30BAaHMEM IIPOrPaMMHO-
ro makera Statistica 10.0. OnjeHKy KONMM4eCTBEHHbIX
BAHHBIX C HOPMAaJIbHBIM pacHpefie/ieHNeM Ipo-
BOAIMIN C TIOMOIIbIO t-kKpuTepms CTbiofieHTa /I
He3aBUCUMBIX Tpynn. KommduecTBeHHble [aHHbIE
C HEHOPMAJIbHBIM pacIIpefie/ieHieM OLeHMBa/IN

Jluwyx C.B., lyboea E.A, Nasnog K.A., bopbam A.M., Yoanos I0./].

COrlacHO KpurepusAM ManHa - YWUTHHM, a Takxke
MertonoM Kpackena — Yonnmca. PesynbraTsl mccrne-
MOBaHUsA MpEJCTaBICHbl KaK CpefHee apudMeTu-
4yeckoe * craHapTHOe oTKIoHeHue (M +0). 3a Kpu-
TUYECKUI YPOBEHb 3HAYMMOCTH (p) IpU IIPOBEpKe
runoTe3 6pUI0 NpUHATO 3HadeHnme 0,01.

Pe3ynbtatbl

IgG4-cBasannbiil 3O ObII AMACHOCTUPOBAH y 8 ma-
LIMIEHTOB, UAMOMATUYeCKNI, He cBA3aHHbIN ¢ IgG4, -
y 4. Cpenn 6onbubix ¢ 1gG4-cBszanubiM 3O 66110
6 MY>XYMH U 2 XKEHIUMHBI (COOTHOIIeHMEe MYXXYMH
¥ SKEHIIH coCTaBmIo 3:1), Bo3pact Komebancs ot 36
mo 67 ner. B rpynme ¢ upnonarnyeckum 3O 6b11n
2 >KeHIMHBI B Bo3pacTe 31 m 42 jeT u 2 My>X4uH
B Bospacte 32 u 37 jier.

IgG4-cBasanubii 3Q B 4 HabMOAEHMAX MPOSA-
BUJICS CUMIITOMaMU C/IaBJI€HUS M OKKJIIO3UIU apTe-
PUIt HYDKHMX KOHEYHOCTeI B Bi/je 6O/IEBBIX OLyIIie-
HUI IPU xopboe, Y 2 IallMeHTOB — OTEKaMy HVDKHIUX
KOHEYHOCTell, ellje y 2 — CUMIITOMaMU CHaBIeHUA
MOYETOYHMKOB B BUJj€ HapyHIEHMsA MOYENCITyCKa-
HUs 1 60eit B MOACHUYHONM obmacTu. Y 2 marjueH-
TOB ¢ uanonarndeckum 3O B KIMHNIECKON KapTHU-
He IIpeobajanyi CUMITOMBI CHAaB/IeHNs OPIOIIHOTO
OT[e/Ia a0PTHI, ellje ¥ 2 M3MeHeHMsI B 3a0PIOIINHHOM
IIPOCTPAHCTBE OBI/IM BBISABIEHBI CIyYaiiHO IpU 00-
ClefloBaHUMU IO pyruM npudyuHaM. IIpu mydeBbix
MeTofiax uccnefoBanms oba tumna 3O xapakrepuso-
BaJIMCh Ha/MM4YueM B 3a0PIOIIMHHOM IPOCTPAHCTBE
TeTepPOTeHHBIX HeYeTKO OTTpaHMueHHbIX Macc. Ilpu
9TOM BO Bcex HaOmopenusax IgG4-cssasannoro 3O
OTMeYanoch BOBeYeHNMe OMM3/IeKAINX OPraHOB
U CTPYKTYP: B 3 HAOMIOEHNAX MOpaXKEeHHbIE TKAHU
B BIje My(ThI OXBAaTbIBA/I A0PTY ¥ IIOfB3/[OLIHbIE
aprepuy, B 1 HaOGIIOZEHNN OTMEYAIOCh «CIMSHIIE»
MaccC CO CTEHKOJ aopThl, ¥ 2 IAMEeHTOB IIPOIecc
pacnpoCTpaHsA/NCA Ha CTEHKY MOYeTOYHMKA, ellle
Y 2 = BOKPYT HIDKHeI 1107101 BeHbl. Ilpn upnonaru-
geckoM 3P y 2 malMeHTOB ONpeJeNAnoCh pacupo-
CTpaHeHMe TAaTONOTMYeCKM WM3MEHEHHBIX TKaHell
BOKPYT CTEHKU aOpTHI, TOTAA KaK y 2 APYIUX Halu-
€HTOB ITPOLlecC HOCUJI TOKaTM30BaHHBIN XapaKTep.

B 50% Habmogennit 3@ (y 6 manneHTOB) OBITA
BBITIOJIHEHA  JMAarHOCTUYECKas  TOJICTOUTO/IbHAS
IYHKIVOHHAs OMOICKA IOpa>KeHHBIX TKaHel 3a-
OPIOIIMHHOTO IPOCTPAHCTBA. Y OCTa/TbHBIX IallJieH-
TOB ITPOBEJIEHO ONEPATMBHOE BMEIIATENCTBO B 00'b-
eMax, 3aBUCSIMX OT 006/TaCTY TOPAXKEHNU S U CTETIeHN
BOBJ/IEYEHHOCTH NPUIEKAIINX CTPYKTYP.

[Tpr MaKpOCKONMYECKOM HCCIeOBaHUM OMOI-
TaThl OBUTM IPELCTABICHBI TSOKaMIM TKaHM OeecoBa-
TOTO 1JB€Ta JJINHOM OT 1 10 2 cM, AMaMeTPOM OKOJIO
2 MM. OmepalMOHHBIN MaTepuan B MOAABAIOIEM

KnuHuko-mopdonormueckrie 0cobeHHOCTH IgG4-cBA3aHHOro 3abproluMHHOMO $rbpo3a
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Puc. 1. Mopdonoruyeckasn kaptuHa IgG4-ceA3aHHOro 3abplolunHHOro ¢proposa: A — BrxpeobpasHbliii Gropo3s 1 BbipakeHHas
nvMdonnasMoLnTapHan MHGUIBTPALMA MATKIX TKaHe 3a0PIOLMHHOTO MPOCTPaHCTBA (OKpacKa reMaToKCUVHOM U 3031HOM, X 40);

B — obnutepupytowwmin dneduT (ykasaH CTpenkol) (OKpacka reMaToKCUAMHOM 1 3031MHOM, X 200); B — akcnpeccua CD138 B nna3maTnyeckmx
KneTKax BOCManmTenbHOro MHGunsTpara (KopuuHesas MeTka) (MMMYHOTUCTOXMMIYeCKoe nccnefosanie, x 200); I — akcnpeccua lgG4
(yKasaHo CTpenkamm) B nnasmaTnueckix KNneTkax BOCManmTenbHoro HGMIsTpaTa (MMMyHOrMCTOXMMIYECKOe 1cceoBaHyie, X 200)

6O/IBIIMHCTBE CTyIaeB OBUI IpefCTaBIeH PparMeH-
TaMM CepoBaTO-0eI0BaTOM IIOTHOATACTIYECKOI
TKaHM pasMepaMy oT 1 x1x0,5 cm 0 8 x5x% 3,5 cMm.

[Tpy rucTONOrMYecKOM MCCIeJOBAHUM BO BCeX
HabmogeHnsax IgG4-ceasannoro 3@ BbIABIANTACH
JKMPOBas ¥ BOJOKHMUCTAA COeIMHUTENbHASA TKaHb
C BBIPQXKEHHOIl U YMepeHHOI TMMQOINTa3MOLN-
TapHOJ MHQUIbTpaLMeil ¢ NPUMEChI0 903MHOU-
JIOB, OJVHOYHBIMYU TUMQPOUTHBIMYU PONIUKYIa-
MU; BBIPQ)KEHHBIM OYaroBBIM «BUXPeOOpasHBIM»
¢$ubp0o30M BOKPYT COCYIOB ¥ HEPBHBIX CTBONNKOB
(puc. 1A), a Takxe ¢ HmpM3HAKaMu OOIUTEPUPY-
omero ¢nebura (puc. 1Bb). CpesHee KOMMYeCTBO
IUTa3MaTUYeCKNX KJIeTOK B BOCHAJIUTEIbHOM WH-
¢unerpare B 1 TI3BY cocraBuno 75,3+ 17,5 kiet-
k. IIpy MMMYHOTMCTOXMMHUYECKOM NCCIefoBa-
HUU OBIIO TOATBEPX/IEHO, YTO BOCHAIUTETbHBIN
MHOGUIBTPAT IpeAcTaBlIeH TMMPOUUTAMU 1 TI/Ia3-
MaTMYeCKMMM KIeTKaMy, IpU 3TOM CpejjHee

KOJIMYECTBO IITa3MaTUYeCKUX KJIeTOK, MMMYHO-
MO3UTUBHBIX ¢ aHTUTeoM K CD138 (puc. 1B), mo-
cturano 72,2+19,3 B 1 [I3BY (Bapbpuposaino ot 57
mo 102 xmeTok). Ab6comoTHOe KonmyecTBo IgG-
MO3SUTUBHBIX KJIETOK Bapbuposano ot 43 po 100
B 1 II3BY, npu atom cpefHee UX KOMMYECTBO CO-
craBuio 72+ 15,7. A6comornoe uncno IgG4* nnas-
MaTUYeCKMX Knetok (puc. 1T) B muamIBTpaTax KO-
nebanoch oT 25 1o 76, B cpefHeM 6b110 46,5+ 15,2
B II3BY. Coornomenne 1gG4* n IgG* nmasmaTnye-
CKMX KJIETOK COCTaBMIIO OT 53,7 1o 75,3% (cpepHee
61+10,1%). B cBs3u ¢ 9acTbIM (POHOBBIM OKPALIN-
BaHMeM IpenaparoB Ha IgG M HEBO3MOXXHOCTBIO
omnpepenenus coorHoumenns 1gG4*/IgG* nnasma-
TUYECKUX KJIeTOK HaMU OBIIO BBIYVMCIEHO COOT-
HomeHnne IgG4*/CD138*, koTropoe BapbuUpOBasO
ot 50,4 10 72,4% (cpennee 58,4 +9,3%).

ITpy MMKpPOCKONNMYECKOM MCCTIeJOBAHNN TIpeTIa-
PaToB OT IalMeHTOoB ¢ uanonarnyecknum 3P Bo Bcex

Opl/l F’MHabHble CTaTbW
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Puc. 2. Mopdonornyeckasn KapTiHa UaMONaTUyeckoro 3abpolnHHoro ¢prnoposa: A — namennapHblii Grbpo3s MArkMxX TKaHe 3a0poWNHHOTO
MPOCTPaHCTBA (OKPacKa reMaToKCUANHOM 1 2031HOM, X 200); B — eauHmuHble IgG4*T nnasmaTnyeckrie KNeTKK (yKasaHbl CTPeKamu)
BOCMANUTENBHOO MHOMABTPATA (MMMYHOMUCTOXUMMUYECKOE UCCneaoBaHue, X 200)

HAOMIOeHNUSAX ONpeNessICs «IaMe/UIAPHbI»  (u-
6po3 (puc. 2A), yMepeHHO U c1abOBbIpaskeHHasI XPO-
HUYeCKas BOCIANUTeIbHAS MH(UIBTPALNS, Hpef-
CTaB/IeHHAs1 [PEVMYIeCTBEHHO aMMQOLnTamII,
Makpodaramn u mwrasmMouutamu. B 3 HabmomeHu-
SIX BOCIHIQ/IMTENbHBIE MH(UIBTPATHL OIPeeNsINCh
B CTeHKe BeH MEJIKOro Kanuopa, Ipu 3TOM IpHU3HA-
KOB 061y Tepupyomero ¢gredura He ObIIO BHLABICHO
HU B OfIHOM HabOmiofeHun. IIpy MMMYHOTMCTOXU-
MIYECKOM HCCIEOBAHNN KOMMYECTBO IIIa3MaTH-
YeCKMX K/IEeTOK, MMMYHOIIO3UTUBHBIX C aHTUTEIOM
k CD138, 65110 B 3,5 pasa Menbiie (p < 0,01), uem npu
IgG4-casannom 3D, n gocturano 34,3 +9,1 kneTku
B 1 II3BY. Cpennee xonuvectso IgG-mo3UTUBHBIX
K/eToK coctaBuno 22,3+5,7 B 1 II3BY. Konnuectso
IgG4* B BOCHAaNMTETBHOM WHQUIbBTPATE OBIIO
4+2,7 xnerxu (0-8) (puc. 2b). CoorHomenne 1gG4*/
IgG* B cpemHeM cocTaBano 4,7+3,1% (ot 1 go 8%),
cooTHoweHre IgG4*/CD138* 6pimo B cpefHeM
6,5+2,9% (o1 1 10 9%).

O6c¢yxpeHne

IgG4-cBasanubiit 3O - pefkoe ¥ OTHOCUTEIBHO He-
[laBHO BbIfle/IeHHOE 3a00/IeBaHNe, [T09TOMY TOYHBIE
TaHHbIE O €r0 PacIpOCTPAHEHHOCTY OTCYTCTBYIOT.
CorlacHO MMEIINMCS HEeMHOTOYMC/IEHHBIM 3TN-
IEMMOIOTMYECKUM TAHHBIM, 3a00/1€eBAEMOCTb UM~
omarndyeckuMm 3P B Punnangunm Bappupyer ot 0,1
ro 1,38 na 100 Toic. Hacenenus [11], B Hupmepnanpax
cocraisier 1,3 Ha 100 Thic. HaceneHus [12]. B pe-
3y/bTaTe UccrejoBannii B AmMepuke u Anonun ycra-
HOBJIEHO, 4TO oA IgG4-cBasannoro 3P cpenu gu-
arHOCTMPOBAHHOTO paHee wupauonarnyeckoro 3P
cocraBuma 57% (13/23) u 59% (10/17) cooTBeTCTBEH-
Ho [13, 14]. Takum 06pa3om, MOXXHO IIPEAIIONIOKNTD,

Jluwyx C.B., lyboea E.A, Nasnog K.A., bopbam A.M., Yoanos I0./].

YTO M3 BCeX MAIMEHTOB ¢ mpymomarmyeckum 3P
okono 60% - aro maumeHThl ¢ IgG4-cBA3aHHBIM
3®. B cepun Hammx HaOTIOEHMIT OIS MALMEHTOB
c IgG4-cBasannpiM 3P cocTasuna 66,7%. Ilpu sTom,
COITIACHO JaHHBIM JIMTEPATYpPhl, JOIA IOPAXKEHUI
TKaHell 3abpIOMIMHHOTO ImpocTpaHcTBa mpu IgG4-
CBsI3aHHOII 607e3HN Bapbupyer ot 3 go 19% [1, 5].
Cpenn Hamux nanueHtos ¢ IgG4-ceasannpiM 3O
mpeo6raian My>XCKOIl HOJ, a UX CPEefHMUIl BO3PacT
cocraBun 54,9+10,3 roga. Ilpn atom mauonarnye-
ckmit 3O pasBMBaNICA OAMHAKOBO 4YacTO Yy JOfiei
oboux monos Oojee MOJIOKOrO BO3pacTa. DTU JaH-
HbIE B 11eJIOM COOTBETCTBYIOT pe3y/IbTaTaM 3apyOesx-
HBIX UCCIenoBanuii [1, 15].

3abpromuHHbl GuOpo3 He uMeeT crenudu-
YeCKMX CUMIITOMOB Ha paHHUX cTagusax. Ilo mepe
nporpeccun 3aboneBaHuss GUOPOCKIEPOTHYECKIE
TKaHU MOTYT OKPY>KaTb U CHaBIMBaTb BHYTPEeHHIE
OpTaHBbI C Pa3BUTIEM COOTBETCTBYIONLIEN CUMIITOMA-
tukn [16]. 3abpromuunslit $rbépo3 4acTo TOKanu-
3yeTcsi BOKPYT OPIOIIHOTO OTAE/NA a0PThI, IOMKETY-
IOYHOM >Kele3bl, I0YeK, MOYETOYHNKOB U HV>KHEN
HOJION BEHBL. DTU OPTaHBl MOTYT IOBPEXIATbCA
ONHOBPEeMEHHO MM IocTeneHHo. [Topaskenue mo-
YeK J MOYETOYHNKOB COIPOBOXKMAETCSA Pa3BUTHU-
eM rugpoHedposa, 60maMK B 06/1aCTM HOSCHUIIBI
VI CIIMIHBI U J1a)Ke€ OCTPOI ITOYEYHOI HEJOCTATOYHO-
CTbIO. Y MaIMeHTOB C KOMIIpeccueil HYKHel Moo
BEHBI MMOABJISIOTCS OTEKU HVDKHIX KOHewHocTel [1].
AHajnoryuyHas KIMHMYeCKass KapTUHa ObIlIa Xapak-
TepHa U J/IS Cepuy HAlIuX HabmogeHuit. B Hamreit
pabore IgG4-csasannbnit 30 y Bcex HalMeHTOB
COIPOBOXKZAJICA BOBJICUEHMEM B ITaTOTIOTMYECKMII
IpOLIecC NPUIeXAINX CTPYKTYpP M OPTaHOB, TOTAA
Kak npu upnonatudeckoM 3P TONMBKO B MOIOBUHE
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HaOTIOfleHNit OBIIO OTMEYEeHO BOBJIEYEHUE CTEHKU
A0PTHI B MATOJIOTMYECKNI ITPOIIECC.

OcCHOBHBIM ~ 71aOOpPATOPHBIM  IOKasaTeneMm
IgG4-cBsi3aHHOI 60/IE3HM CUMTAETCS MMOBbIIIEHNE
koHnenTpauun IgG4 B cpiBopoTke KpoBu. 1gG4
COCTaBIAET MeHee 5% OT BCero Iyjla MMMYHO-
rno6ynnHoB knacca G. IIpu 9TOM KOHIeHTpauus
IgG4 B chIBOPOTKE KPOBM He IOATBEPXKJAET U He
ucKIIo4yaeT guaruos IgG4-ceasannoi 6onesuu [17,
18]. IlokasaHo, uto y 3-30% mauuentos c¢ IgG4-
CBsI3aHHOIT 60/1e3HbI0 KOHIeHTpanusa [gG4 B chIBO-
pPOTKe He I3MeHeHa, O HAKO IPY TMCTOIOIMYeCKOM
U UMMYHOTHMCTOXMMIYIECKOM UCCIeIOBAHNY TOpa-
JKEHHBIX TKaHeil 0OHapy>XMBAIOTCA HEOOXONMMBbIE
puarnoctudeckue kpurepun 1gG4-cBsizanHoi 60-
nesuu [1]. MouurtopuHr xkouueHntpanuu IgG4 B col-
BOPOTKY KPOBU Ba)KeH IS BBIAB/ICHNUA allIeHTOB
¢ 1gG4-cBa3anHOl 60/€3HBIO, @ TaKXXe [/ IPO-
THO3MPOBAHNUs peliNANBa 3a00/1eBaHUs HA PAHHIX
craguax [19].

[nst mopTBepxerns guarnosa 3@ HeoOxORMMO
TYMCTONOTMYECKOe VI VIMMYHOTUCTOXMMMUYECKOE JIC-
clefoBaHMe IMOPaKeHHBIX TKaHell. B passutum 3P
MOXXHO BbIIenuThb 3 craguu: 1) pnddysnas xierod-
Hast MHOUIbTpauMs MUMMQOLUTAMMU, TUCTUOLNTA-
MU U 303MHOQMIAMM; 2) COeUHUTETbHOTKAHHbIE
¢ubpo3Hble M3MEHEHMsI C IIOCTelleHHBIM (GOopMIU-
poBaHMeM KOJIAr€HOBBIX BOJIOKOH; 3) auddysnoe
paspacTtanue pyb10Boit TKaHu [4]. BaykHO 0OT™MeTHUTD,
YTO TIOpakeHUs 3a0OPIOMIMHHOIO MPOCTPAHCTBA
npu IgG4-ceasanHom 3P reTeporeHHBl U acUMMe-
TPUYHBL: B OFHMX Y4acCTKaX M3MEHEHM HOCAT IIpe-
UMYILIeCTBEHHO (PpuOpO3HBII XapakrTep, a B JPyTux
mpeo6nafaeT  BOCHMAMUTENbHAs — MHQGUIbTPALNA.
Tunmdneble TIUCTONMOTMYECKNE MW3MEHEHMSA MOTYT
OBITh IerKO OOHAPY>KeHBI B KPYIIHBIX 00pasiiax oIre-
PalVIOHHOTO MaTepMaja, TOIfa KaK B OMOITaTaxX 13
3a0pIOLIMHHOTO MPOCTPAHCTBA 9TO MOXET BBI3BATbH
oIIpefie/ieHHbIE TPYJHOCTH.

B 6morncuitHOM 1 OIlepaIiOHHOM Marepuaje OT
nanneHToB ¢ [gG4-cassanubiM 3P HaMy ObLIN BBISB-
JIeHBbI IPU3HAKM, XapakTepHble 11 [gG4-cBA3aHHOM
6onmesHM, Takme KakK BbIpakeHHas MuMdoImasmo-
nuTapHas MHOMIbTpALMs, B TOM 4ucie ¢ GopMu-
poBaHueM MUMPOUTHBIX GOMMNKYIOB C LIEHTPaMI,
BUXpeoOpasHblil GpuOpo3 M OO6MUTEPUPYIOWIUIT Ba-
cKynuT. IIpy MMMYHOTMCTOXMMIYECKOM MICCTIE0BaA-
HIUM IIa3MaTHYecKye KIeTKM OKPaIlMBajIuCh ¢ aH-
tutenamu K IgG4, xomnuectso IgG4-mosMTUBHBIX
I/Ia3MaTUYECKMUX KJIETOK COCTaBUIO 25 KIIETOK
u 6ornee B 1 II3BY, a cooTHOIIEHNE MTTa3MaTUIECKIX
kiaetok 1gG4'/IgG* B mHuIbTpaTre 6BITO CymIe-
CTBEHHO IIOBBIIIIEHO U COCTaBMUIIO 6ortee 50% BO Bcex
HabmofeHNsAX. B HAOMIONEHNSIX MAMOMATIYECKOTO
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3® B mpenapaTaX OTCYTCTBOBa/lM OCHOBHBbIE MMa-
rHocTudeckue kpurepnn 1gG4-cBA3anHoOl 60/1e3H,
konmndectBo IgG u IgG4-nmasmaTnyeckux KaeTOK
B BOCIQ/JINTENbHBIX MHQUIbTPATaxX ObLUIO 3HAYN-
Te/IbHO HIKE, IIPU 9TOM COOTHOIIEHE T/Ia3MaTnde-
ckux kierok IgG4*/IgG* B mHpuIbTpaTe cOCTaBIA-
1o meHee 10%.

IIpy  neyenmm  HeocnoxHeHHoro  IgG4-
cBasaHHoro 3P B KauecTBe IIPeNaparToB IepBOI
AVHUY, KaK U 1pu [pyrux mnposasneHuax I1gG4-
CBSI3aHHOI 0OJIe3HN, VMCHONB3YIOT ITTIOKOKOPTUKO-
upbl [19], KoTOpble MOFABIAT AKTUBHOCTD JIeli-
KOIIMTOB ¥ MOHOLMTOB. [IpMMepHO y IOIOBMHBI
HalJeHTOB YMEHDUIAIOTCSA MINM MOTHOCTDIO MCYe3a-
10T IaTOJIOTMYeCKNe M3MEHEHNs OPTaHOB U TKaHelt,
HOpManusyercs ypoBeHb IgG4 B cbIBOPOTKe KpPOBU
[1]. IIpy BOBHMKHOBEHUM PE3UCTEHTHOCTY K ITTIOKO-
KOPTUKOUZAM VIV peljuANBe 3a00IeBaHIA BOZMOX-
HO Jj00aB/IeHNe UMMYHOCYTIPECCUBHBIX IIPerapaTos
(MuxodeHomaTa ModeTn, a3aTMOIPUH, METOTPEK-
cat, Takponumyc u ap.) [20]. Xupyprudeckoe BMmena-
TEBCTBO OOBIYHO HEOOXOLMMO TOMIBKO Y MAI[NEHTOB
C HEKOHTPONMPYEMBIM TedeHVeM OONesHu U Ipu
Pa3BUTHM OCTIO>KHeHMIt [1].

3aknoueHue

Takyum 06pasoM, cpefn BceX HAOMIOMEHMIT MO
tideckoro 3@ Gonpiuyno momio cocraBuser [gG4-
casaHHbll 3P, OyAydM YacTbIO CHCTEMHON ayTo-
uMMyHHoOI IgG4-cBsasannoit 60mesHu. K 0cHOBHBIM
mopdonorndeckum oTnumsaM  [gG4-cBsisaHHOrO
3P or He cBaAsaHHorO ¢ IgG4 nanonarnyeckoro 3P
OTHOCATCSL 6oree BbIpaXKEHHAss BOCIAINTE/IbHAS
nHbuIbTpALMs C IpeobnagaHueM B MHUIbTpaTe
MMMGOLUTOB U TIa3MAaTUYECKUX KIIETOK, «BUXpe-
00pasHblil» XxapakTep Gpubposa u 06IUTepUPYIOL NI
¢nebut. IIpy MMMYHOTMCTOXMMMYECKOM MCCIIENO-
BAaHMM KO/NMMYECTBO IIA3MAaTMYECKUX K/I€TOK B MH-
¢unbrparax, skcrpeccupyomux IgG4, cocranser
6onmee 50% OT Bcex IIa3MaTU4YecKuUX KiaeTok. [Ipm
He cBsA3aHHOM ¢ IgG4 npnonarudeckom 3O ¢pubpos
601ee BBIPa)KEH I UMeeT «IAME/UISIPHYI0» CTPYKTY-
Py, BOCIanuTeNnbHasA MHOUIBTPALMS He3HAUUTEIb-
Hasd, a KonudecTBo IgG4" mmasmMaTuyecKux KIeTOK
B MHQUIbTpaTax cocraBigeT MeHee 10% OT Bcex
I1a3MOINTOB. B cBA3M ¢ aTMM auddepeHnanbHbI
IMArHo3 HO/DKeH CTPOMUTLCA Ha MOPQOIOrMYecKoi
OlLleHKEe M pe3y/IbTaTaX MMMYHOTUCTOXMMIYECKOTO
UCCTIEOBAHMS C O0sI3aTe/IbHBIM BBISIBIEHUEM 9KC-
npeccun IgG, CD138 n IgG4 B nopakeHHBIX TKaHAX,
4TO B psijie C/Ty4aeB MO3BOINUT U36€XKaTb HEHY>KHOTO
XMPYPru4ecKOro BMeIaTe/nbCcTBa. JloCTOBEpHBI M-
arHO3 OIpefieNAeT Ja/TbHENIIYI0 TepaneBTUYeCKYIo
TaKTVKY BeJleHNA OOMBHBIX. ©

OpI/IFI/IHaJ'IbeIe CTaTbW
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WccnepoBaHyie BbIMOMHEHO B paMKax NpoBefeHNs AnccepTaLMoHHOI pa-
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Ha yTBepxeHHble HUP.

KoHGAMKT nHTepecos
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Clinical and morphological characteristics 1gG4-associated

retroperitoneal fibrosis

S.V. Lishchuk'« E.A. Dubova' - KA. Pavlov' - AM. Borbat!' «

Yu.D. UdaloV!

Background: Retroperitoneal fibrosis (RF) is a rare
disease with inflammation and fibrosis of the ret-
roperitoneal soft tissues and adjacent organ in-
volvement. At present, a proportion of RF cases are
believed to be IgG4-associated. Aim: Clinical and
morphological comparison of the IgG4-associated
and idiopathic (non-lgG-associated) RF. Materials
and methods: The study was based on a com-
prehensive morphological assessment of surgical
and biopsy samples taken from 12 RF patients. In
addition to hematoxylin eosin stained specimens,
we performed immunohistochemistry (IHC) with
determination of absolute CD138* counts, IgG*
and IgG4* cells in the inflammatory infiltration, as
well as IgG4/IgG and IgG4+/CD138* ratios. Results:
The proportion the IgG4-associated RF was 66.7%
(8/12). The majority of IgG4-associated RF patients
were men, with the mean age of 54.9+10.3 years.
Idiopathic RF was found without any gender im-
balance in the younger patients. In all cases of
lgG4-associated RF, the adjacent organs were
also involved, whereas in those with idiopathic
RF the aortic wall was involved in only half of the
cases. Morphological specimen investigation in
lgG4-associated RF showed signs characteristic
for an IgG4-associated disorder, such as advanced
lymphoplasmocytic infiltration, storiform fibrosis,
and obliterating phlebitis. IgG4* plasma cells num-
bersin theinfiltrates was atleast 25 per high-power

field, and the 1gG4+*/IgG* and 1gG4+/CD138* ratios
exceeded 50% in all cases. No signs of an 1gG4-
associated disease were found in idiopathic RF,
with significantly lower numbers of IgG* and IgG4+
plasma cells in the infiltrations and the IgG4*/IgG*
ratio below 10%. Conclusion: A big proportion of
RF is IgG4-associated, being an intrinsic feature of
a systemic autoimmune IgG4-associated disease.
The differential diagnosis should be based on
the morphological assessment and immunohis-
tochemistry results with obligatory identification
of CD138, 1gG, and IgG4 expression in the involved
tissues. In some cases, it allows for avoidance of an
unnecessary surgery. Reliable and accurate diag-
nosis would determine the subsequent treatment
strategy of these patients.

Key words: retroperitoneal fibrosis, 19G, 1gG4,
morphology
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