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OBIIAA XAPAKTEPUCTUKA PABOTEI

AKTYaJBbHOCTH T€MbI HCCJIETOBAHUS

|gG4-csazannas 6ose3np (IgG4-CB) — OTHOCHTENIBHO HETABHO BBIICICHHOC
CHUCTEMHOE ayTOMMMYHHOE BOCHAIMTEIBHO-CKIIEPO3UpYIollee 3a00IeBaHne, KOTOPOE
XapakTepusyercs GOpMUPOBAHUEM OOBEMHBIX MOPAKEHUHN Pa3IMYHON JIOKATH3aIUH,
KJIUHUYECKH CHMYJIHPYIONINX 3JI0KaYeCTBEHHBIE HOBOOOPA30BAHUS, BBIPAXKEHHOM
mumorutazMoruTapaon nHmibTparueit ¢ oounmueM 1gG4+ mrasMaTHYecKux KIETOK
(ITK), mMaccuBHBIM CKJIEpO30M, TOBBIIIICHHEM YpoBHsS 1JG4 B CBIBOPOTKE KPOBU U
BBICOKOH TepaneBTHYSCKOM 3P heKTUBHOCThIO KopTHKOocTepouaoB [Deshpande V. et
al., 2012; Della-Torre E. et al., 2015; Khosroshahi A. et al., 2011]. Beayiuas pojs B
naToreHe3e 3a00JieBaHus, 0 MHEHHUIO OOJBIIMHCTBA UCCIIEIOBATENCH, TPUHAITICKUT
T-XenmepHbIM peakuysaM 2-0ro TUIA C TUIIEPIPOAYKINEN UHTEPIECUKUHOB 4, 5, 10 u
13, a Takke perymaTopHbix ¢akTopoB pocta. 1gG4-cBsi3anHas 00ye3HL — 3TO HOBAs
HO30JIOTHS, KOTOpasi HaXOMUTCS Ha CTaJAUU HM3YYEHHUS KIMHUKO-MOPQHOIOTUYECKUX
MPOSIBJIICHUM, YTOUHEHUS TUATHOCTUYECKUX KPUTEPUEB U BHIPAOOTKU OOIICHPUHSITON
TepmuHoyiorn. BnepBeie 3aboneBaHue ObUT0 omucaHo B 1995 romy kak
ayroummyHHbI# nankpeatut (AUIT) [Yoshida K., 1995] u naxe mociie ycTaHOBICHHUS
B 2001 romy ero cBsi3u ¢ BeicokuM ypoBHeM 1G4 B ceiBopoTke kpou [Hamano H. et
al., 2001], Bmmote mo 2008 roma, TEPMHH «ayTOMMMYHHBIH TaHKPEATUT
mpeiarajoch COXpaHUTh, a BOBJICUEHHE B MMATOJOTMYECKUN TMPOILECC IPYTHX
OpPraHOB OTHOCUTH K Ba)KHBIM, HO HEIOCTATOYHBIM JJII CHCTEMHOTrO 3a00JIeBaHMS,
nposisienusm [Zen Y. et al., 2004; Deshpande V. et al., 2006; Kamisawa T. et al.,
2006]. MexayHapoaHblii CHUMIIO3UYyM, OOBbeIMHUBIIMN Oonee 30 CHEIMATIMCTOB,
o0nagaronX HanOOIBIIIUM OTBITOM B IMATHOCTHKE U JICUEHUH MAIIMEHTOB C JaHHOU
natoyiorueit, cocrosuicsi B okTsiOpe 2011 roma B bocroHe, a mpUHATHIE Ha HEM
KoHCeHcyc ObLT onyOrkoBan B 2012 roay [Deshpande V. et al., 2012]. 3a6oaeBanue
nonyunino HaszBaHme «lgG4-cBsizanHas OONE3HB» BMECTO paHee MpeAsiaraeMbIX
TEPMUHOB «1gG4-cBsizannas CUCTEMHas 00JIE3HbY, «1gG4-cBsa3annas
CKJIEpO3HpPYIOILIAs 00J1e3HbY» u «lgG4-cBsi3anHbIN MYJIbTUOPTaHHBIN
aumbonponudeparnBHbii cuaapom» [Deshpande V. et al., 2012; Stone J.H., 2012;
Stone J.H. et al., 2012]. Bmecte ¢ Tem, MMpOKas MEIUIIMHCKAs OOMIECTBEHHOCTh BCE
elIe HeJO0CTaTOYHO 3HAaKOMa C KIMHUKO-Mopdomornyeckumu mpossienusmu 1gG4-
CBSI3AHHON OOJIE3HW, YTO HEPEAKO MPUBOAWT K TUATHOCTHUECKUM OIIMOKaM |
OoOpeKaeT MalrMeHTOB Ha U3IUIITHAE PaIUKAbHBIE XUPYPTUICCKUE BMEIIATEIhCTBA.

Crenenb pa3padOTaHHOCTH TeMbI UCCJIEIOBAHMS

ITpu 1gG4-cBa3anHol Ooe3HM HamOoJIee 4YacTo HaOJI0IaeTCs MOPaKCHUE

MO/KETTYIOYHON JKeNe3bl — ayTOMMMYHHBIA mMaHkpeatut l-oro tuma. OmHako

CUCTEMHBIN XapakTep 3a0oJieBaHMs OO0YCIIOBIMBAET MOPAKEHHUE JPYTUX OPTaHOB U
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TKaHeW, TaKWX KaK CJIC3HbIC M CIIFOHHBIC JXEJe3bl, JUM(PATHUCCKHE Y3IIbl, JIETKHUE,
KeJTYHbIC MPOTOKH, 3a0promuHHoe npoctpaHcTBo, mouku [Cheuk W. et al., 2008;
Fujimori N. et al., 2013; Furukawa S. et al., 2015]. K peaxum mnposiBIeHUsAM 00JIE3HU
OTHOCSIT CKJIEPO3MpYIoIIHii XoaenucTut [Mnpuenko A.A. u ap., 2009; Takahashi K.
et al., 2015], ayroummyHHBIH CKIepo3upyrOImui rematuT, [gG4-cBs3aHHBIN
npoctratut [Nishimori I. et al., 2007], ¢ubpo3 muroBUAHON >kene3bl, (T.H. 300
Punens), 1gG4-cesazannbiii cxiieposupytommii mactut [Schiffenbauer A.l. et al.,
2012], 1gG4-cesizannbiii cxieposupytoninii maxumenuarut [Wallace Z.S. et al.,
2013]; wHexoTopele T.H. TmceBAOAMM(pOMBI KoxH (B-kiaerounyio muMbouaHyio
THIIepIUIa3uio) U JuMQpoMaTOMIHbIH rpanyiemaro3 [Sato Y. et al., 2010], 1gG4-
CBSI3aHHYIO BOCIAJIUTEIIbHYIO aHeBpH3MYy OproiHoit aopthl [Raparia K. et al., 2013].

Cornacno pexomennparusiMm Koncencyca (bocton, 2012 r) ans yHudukammm
OIICHKH TATOMOP(OIOTHIECKUX M3MEHECHHUU B MOPAKECHHBIX OpPTaHAaX W BBHIPAOOTKH
CAUHBIX IMOAXO0M0B K auarHoctuke 1gG4-cBsi3aHHOM OOJIE3HH C IEIbI0 ITOBBIIICHHS
BOCIPOM3BOJANMOCTH 3TOTO JMAarHo3a ObUIM OO0O3HAYEHBI «IIPEANOJIOKUTEITHHBIC
rucrojiornueckue mnpusHaku [Deshpande V. et al., 2012] u npemioxeHsl TpH
«OoabIuX» TucTojoruueckux kpurepus 1gG4-ces3annoit 6osesnu [Geyer J.T. et al.,
2010; Zen Y. et al., 2010; Deshpande V. et al., 2011]:

o BhIp@KeHHAas TUM(O-TIa3MOIUTapHas HHPUIBTPAITHS;

o ¢ubpo3, KOTOpbIA XOTSA OBl YacTUYHO UMEET BUXPEOOpPa3HBIN,
(MyapoBBIii, «CTOPU(DOPMHBII) PUCYHOK;

o oOnuTepupyronuii ¢pieour.

[TocranoBka quarnosa 1gG4-cBsizanHOM 00Ie3HM BO3MOXKHA MPU OOHAPYKEHUU
KaK MHHHMYM JIBYX «OOJIBIIIMX» TUCTOJOTHYECKUX KPUTCPHUEB.

Bricokoe coaepkanne 1gG4+ mra3mMaTHYECKUX KIETOK B MOPAKCHHOW TKaHU
TaK)KE SBJISCTCS BAXKHBIM JIMATHOCTHYCCKHM KPUTEPHEM, KOTOPBIA JOJDKCH
paccMaTpuBaThCs B KOMIUIGKCE C JAPYTMMH WM3MEHCHHSIMH U HE SIBJISCTCSA
crenuUIHBIM, TTOCKOJIBKY caM 10 ce0e BCTpedaeTcs U MPH JPYTUX ayTOMMMYHHBIX
3a00JIeBaHUSAX, HANpUMEp, MPH PEBMATOMIHOM apTputre W Oonesnn Kactiemana
[Sato Y. et al., 2010]. YcraHoBieHO, YTO JUATHOCTUYECKOE 3HAYCHUE HMEET
coJiep>KaHue B BocnautesibHOM uH(puiasTpate 6onee 50 1gG4+ TIK B omHOM mose
3penus npu 6ombinoM yeenmuenun (I13BY) mukpockomna x400 [Zhang L. et al., 2007;
Dhall D. et al, 2010]. OpnHako BBIPAKECHHOCTh JIUM(OILIIA3MOIUTAPHON
WHQWIBTPAIIMN B PA3IUYHBIX OpPraHaX MOXKET 3HAYUTEIIBHO BapbupoBaTh. [lo3TOMYy
Jpyrye UCCaeI0BaTe I  MpeaIaraT onpeaensts cootHomenne 1gG4+ TTK/1gG+ T1K,
KOTOpOE, [0 UX MHEHHMIO, ABJsICTCS Oosiee 00BbeKTHBHBIM KpuTepueM [Sato Y. et al.,
2009; Cheuk W. et al., 2010; Sato Y.et al., 2010; Zen Y. et al., 2010]. CornacHo 3toii
kouueniuu, goys 1gG4+ TIK npu 1gG4-cBszanHON 00JiIe3HU JOJDKHA COCTaBIISITH
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6omee 40%, pu 3TOM B OOJIBIIUHCTBE HAOJIOCHHI OHA CYIIECTBEHHO BhIIIe [Sato Y.
et al., 2009; Cheuk W. et al., 2010].
O0ocHoBaHMe MPOBEIEHNUS UCCIACTOBAHUSA

Nmeromrecss MHOTOUUCIIEHHBIE MyOJIMKAIIMK MO3BOJISIIOT Mojarath, uro [gG4-
CBSi3aHHasg OOJIe3Hb — OTO CHCTEMHas TMaTOJIOTHSA, pPACIO3HABAHHE OPraHHBIX
NPOSIBIICHU KOTOPOW HMMEET pellarollee 3HaueHUe JJis BhIOOpa TAKTUKU JICUCHUS
OOJBHOTO, M B PSZI€ CIy4aeB MOMOraeT U30exaTh XUPYPruyecKoro BMEIIATENbCTBRA,
Ha3HAYMB MATOT€HETUYECKH OOOCHOBAaHHYIO M BBICOKOA((EKTHBHYIO CTEPOUAHYIO
tepanuio. OTCYTCTBUE TOYHBIX 3HAHUUA OO0 ITHUOJIOTMYECKUX, MATOTEHETUYECKUX U
KJIETOYHO-MOJIEKYJISIpHBIX ~ MexaHu3Mmax  IgG4-cBs3aHHON  OOJIE3HM  JAUKTYET
HEOOXOJAMMOCTh pa3pabOTKU anroputMma ee auddepeHnrnansHOl AUArHOCTUKUA C
IPYTUMH  ayTOMMMYHHBIMA CHCTEMHBIMH TIATOJIOTHYECKUMH TIPOIIECCAMH |
OHKOJIOTHYECKMMU 3a00JIEBaHUSIMU C HCIOJIb30BAHUEM COBPEMEHHBIX METOOB
naToOMOP(}OIOrHYECKOTO UCCIETOBAHMS.

Hean ucciaegoBanus - yCOBEPIIEHCTBOBATH MATOMOP(POIOTUYECKHE KPUTEPUN
JMArHOCTUKH PA3IMYHBIX KIMHUYECKUX BapuaHToB |gG4-cBsi3anHo# 60J1€3HU.

3amaum uccieq0BaHus

1. TlpoBecT KOMIUIEKCHOE U3Y4YEHUE JTUATHOCTUYECKUX OWONCUN U
OMEpPallMOHHOI0 MaTepuaia OIyXOJEMOJAOOHBIX MOPAXKEHUI Pa3IMYHbIX OPraHOB
U TKaHEeW C TMPEeAnoNOKHUTENbHbIM auarHo3oM |gG4-cBsizanHOM OoOne3HU 1O
pe3yibTaTaM naToMOpP(OJIOrHYECKOTO UCCIIETOBAHUS.

2. N3yunth Mopdomornyeckue OCOOCHHOCTH OTUX TOpaXKCHUH B
3aBUCUMOCTH OT JIOKQJIU3AIIUU U KIMHUYECKUX TPOSIBICHUN 3a001€BaHU.

3. Ouenuty nuamna3oH  koseOanuii  konmuuectBa 1gG4+ IIK B
BOCMAJIMTEIILHOM WHQUIbTpaTe pa3IMyHbIX oOpraHoB © TkaHedl mnpu 19G4-
CBSI3aHHOM 00JIE3HU.

4. TlpoBectn Ha COOCTBEHHOM MaTrepuaje amnpoOalui peKoMeHIaun
MEXIYHApOJIHOTO KOHCEHCyca 10 KpuTepusiM auarHoctuku 1gG4-cs3aHHOU
oone3nu (bocrown, 2012 ).

5. Pazpabotars anroputm mnaromopdonorudeckon auarHoctuku 1gG4-
CBSI3aHHOI 0O0JIE3HH.

Teopernueckoi W  MeTOHOJIOTHYECKON  0a30i  IHMCCEPTAIMOHHOTO
WCCJICIOBAHUS  SIBJISIIOTCS  HAy4dHbIEe pabdOThl M METOJUYECKHE pa3paboTKH
OTCUECTBEHHBIX W 3apyOCKHBIX aBTOPOB, ITOCBAIIECHHBIC MATOMOPQOIOTHUCCKON
XapaKTEPUCTHUKE, TaToreHe3y u aAuarnoctuke 1gG4-cBsizanHol 00J1e3HH.

Nudopmanuonnoii 06a30if uccleIOBaHUS SIBISIIOTCS HAy4HbIE CTAaTbU B
PELIEH3UPYEMBIX JKypHaJax, MoHoTrpaduHu, MaTEpUATBI KOH(epeHIIHHA
COOTBETCTBYIOIIEN HAYYHOU TEMATUKH.



Juccepranus COOTBETCTBYeT MacropTy HayyHoul crnernmansHocTu 14.03.02
«ITatonornyeckast aHaTOMUsD) COTJACHO MyHKTaM 2, 3, 4.

Hay4ynast HOBM3HA

Jlana moapoOHas  KIMHUKO-Mopdosorudeckas xapakrtepuctuka 1gG4-
CBSI3AHHON OOJIE3HH B COOTBETCTBHM C PEKOMEHIAIMSIMH MEXKIYHAPOIHOTO
Koncencyca no kputepusim e€ nquarnoctuku (bocton, 2012 1).

OmnpeneneH auamna3oH AMATHOCTHYECKUX 3HadueHWi konmdectBa 1gG4+ IIK B
BOCTIAJINTEIbHOM MH(WIBTpATe pa3INYHbIX OpraHoB U TkaHell npu 1gG4-cBszanHoiM
00JIe3HHU.

Bnepsreie onucanbl HaOmoneHus 1gG4-cBszanHOM 00JI€3HU C TOPaKCHHEM
rjla3a ¥ TUMYCa, a TaKXKe pa3BUTHE paka xenyaka rnpu 1gG4-cea3anHoil 0ose3Hu.

IIpakTuyeckas U TeopeTHYecKas 3HAYUMOCTh

Jlana mompoOHas KIMHUKO-Mopdosoruyeckas xapaktepuctuka 1gG4-
CBA3aHHOW OO0JIE3HU, ONUCAHBI OCOOEHHOCTH MOP(OJIOrHYECKUX HM3MEHEHUN B
pa3IMYHBIX OPraHax M TKaHsIX.

Pa3pabotan u BHEApPEH B PYTUHHYIO TMPAKTUKy ONTUMAJIbHBIM HaOOp
MOpP(}OJIOrMYECKUX U HUMMYHOTMCTOXMMHUYECKUX METOAOB JMATHOCTUKH 3TOTO
3a00JIeBaHUsl C HCIIOJIb30BaHMEM pekoMeHjanuii KoHceHcyca 1o  KpuTepusim
nuarHocTuku 1gG4-ces3annoi 6ose3nu (bocron, 2012 ).

Pa3paboTtan u BHEIpEH B MPAKTUKY aJIrOPUTM MOP(}OIOTHUECKON TUarHOCTUKA
1gG4-cBs3anHOM O0JIC3HM.

Coznan nudpoBoii apXuB CKAHUPOBAHHBIX MUKPOIIPETapaTOB OT MAaIllMEHTOB C
IgG4-cBsi3anHoil  00J1€3HBIO, KOTOPBI MOXET OBITh HCIIOJIb30BAaH B KAadeCTBE
y4e0HOTro 1MocoOusl B CUCTEME JOMOIHUTEIBHOIO MPOo(hecCHOHATBHOTO 00pa30BaHuUs
Bpadei NaToJ0r0aHaTOMOB.

[lonyueHHble B pe3yibTare pabOThl TEOPETUUECKUE AAHHBIE PACHIMPSAIOT U
CHUCTEMAaTHU3UPYIOT CYIIECTBYIOIINE MPECTABICHUS 00 OpTaHHBIX MOPAXKEHHUIX TPU
IgG4-cBsizanHoil  00J€3HM U MOTYT CIYKUTh OCHOBOW JJisi  MPOBEACHUS
MCCIIENOBAHUN AyTOMMMYHHBIX TOPAKEHUHN PA3JIMYHBIX JJOKAIA3ALUN.

MeTtoao/10rusi 1 MeTOABI MCCJIEI0BAHUS

MeTtononornyecku padoTa MOCTpOEHA Ha MPUHIMIAX CHUCTEMHOTO aHajau3a
KOMIUIEKCA  JIaHHBIX. B pabote MCII0JIb30BaHbI MOP(OIIOTUUECKHIH,
UMMYHOTUCTOXUMHUYECKUH, MOP(HOMETPHUIECKUH, CTATUCTHUCCKUI METOIBI.

IToJ10keHNs1, BBIHOCUMbIE HA 3AIUTY

1. 1gG4-cBsi3anHas 00Jie3Hb XapaKTEPU3YETCS HE TOJBKO MOJIMOPTaHHOCTHIO
Pa3BHBAIOMIMXCS TATOJIOTHYECKHX W3MEHEHWH, HO M METaxpOHHOCTBIO UX
KIIMHAYECKOW MaHudecTaruy, 9ro TpeOyeT MYyJIbTUIUCHUILIMHAPHOTO TMOIX01a K
oOcnenoBaHuo marueHToB. CaMbIMU pacrpocTpaHeHHBIMU (hopMaMu MaHUBeCTaIun



IgG4-cBsi3anHO#l 0071€3HN SBIISIOTCSI TOPAXKEHUS TTOHKEITYTIOYHON KEIE3bl, CIC3HBIX
U CJIFOHHBIX KeJIe3, )KeTYHBIX TPOTOKOB.

2. Mopdonorunueckuii auardo3 1gG4-cBsa3anHol 00J€3HM OCHOBBIBACTCS HE
TOJIbKO Ha HaJdM4uu B BocnaiauTesbHoM uHbunbTpate 1gG4+ IIK, HO M Takux
BKHBIX JUATHOCTUYCCKUX MPHU3HAKAX KaK JIMMQOIUIa3MOIUTapHAsS WHOUILTPAIIHS,
«BHXpeoOpa3HbIit» GuOpPo3 U 0OIUTEepUpYIOMMA (PIeOUT, BBHIPAKEHHOCTh KOTOPBIX
3aBUCUT KaK OT JIOKaJIU3alluu, TaK U OT CTaJIMU MaTOJIOTHYECKOTO MpoIlecca.

3. Jlmarnoctuueckue 3Haunmble ypoBHU 1G4+ 1K, npunsateie Koncencycom
st 1gG4-cBsizaHHOM 00JIE3HU, CIUIITKOM BBICOKH ISl HEKOTOPBIX JIOKAIU3AIUN, YTO
NPUBOJAUT K HU3KOM YYBCTBUTEIBHOCTU 3TOrO MpHU3HaKa npu auarHoctuke 1gG4-
CBSI3aHHBIX TOPAXEHUN CIIIOHHBIX JKeNie3 W KOXH, B CBSI3U C 4Ye€M HEO0OXOAMMO
YCTaHOBJICHHE Oo0jiee HHU3KUX TIOPOTOBBIX 3HaueHWd kommdectBa |gG4+ TIK.
Cootnomrenne 1gG4+/CD138+ wmm 1gG4+/IgG+ kiIeTok ¢ MOpOroBbIM 3HAYCHHEM
>40% oOecreuynBaeT MOCTATOYHYKO YYBCTBUTEIBHOCTH JTOTO TIOKa3aTels IS
nuarHocTuku 1gG4-cBsI3aHHBIX MOPaKEHUN BCEX JIOKATM3ALUN.

CreneHb JOCTOBEPHOCTH M anipodanusi pe3yjibTaTOB

JIOCTOBEpHOCTh ~ pe3yjbTaTOB OOOCHOBaHA JIOCTATOYHBIM  KOJWYECTBOM
MAIMEHTOB, OT KOTOPBHIX ObUT MOJydyeH OUOINCHUUHBIN U ONEPAIlMOHHBIM MaTepual,
UCIIOJIb30BaHUEM COBPEMEHHBIX aJICKBATHBIX METOJOB HCCJIEIOBAHUS, KOPPEKTHBIM
NPUMEHEHUEM CTAaTUCTUYECKUX METOJIOB aHajiu3a, KPUTHYECKUM aHaJM30M
pEe3yJIbTAaTOB HCCIEIOBAHUS B COIMOCTABJICHUU C aKTyaJlIbHBIMHU JIMTEPATYPHBIMU
JAaHHBIMHU.

JInyHoe yuyacTHe aBTOpPa 3aK/II0YaloCh B IJIAHUPOBAHUM U OCYIIECTBICHUU
naToMOpP(}OIOTHIECKOTO UCCIEAOBaHUS, CTATUCTUIYECKON 00paboTke, 0000IIeHnN U
aHaJIM3e TOJYYeHHBIX Pe3yJIbTaTOB, MOJTOTOBKE MyOIMKAIIUN.

BHeapenne nojiyueHHbIX Pe3yJbTATOB B MIPAKTHKY

Pe3ynbTaThl ucciaeqOBaHUS BHEIPEHbI B palbOTy MAaTOJIOT0aHATOMUYECKOTO
OTIICIICHUS I'bY3 MO MOHUKN UM. M.D. Brnagumupckoro,
naronoroaHaromuueckux otaenennit @I'bY T'HI[ ®OMBI] um. A.M. bypnHazsna
O®MBA Poccun, HMXI] um. H.W. [Iuporosa mjis KOMIIEKCHON MOPGHOI0THYSCKOM
nuaraoctuku 1gG4-Chb.

Anpodanusi TuccepTAIUA

OcHOBHBIE TIOJIOKEHHS JUCCEPTALMU JTOJOKEHBI U 00CYXICHBI Ha 3aceaHuu
MockoBckoro otaeneHusi Poccuiickoro oOiecTBa maTojioroaHaToMoB 21 nexadps
2010 roga; 23-m EBpornetickom kourpecce narosoros (Xemscunku, 2011); IV cbe3ae
Poccuiickoro obmectBa marosnoroanaromoB  (benropox, 2013); 3acemanum
MockoBckoro otnenenusi Poccuiickoro obmectBa matosoroanaromoB 27 mas 2014
roga; 27-m Espomneiickom kourpecce maronoroB (bemrpam, 2015); XXXII

MexnayHaponHoM KoHTpecce MeXIyHapoaHOW aKageMWd TMaToJoTuh U 28-M
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KoHTpecce Epomneiickoro o6OmectBa mnatojoroB (Kémpn, 2016); 3acenanum
MockoBckoro otaenenus Poccuiickoro o0iecTBa marosioroaHatoMoB, 11 ampens,
2017 roma; V Cwe3ne Poccuiickoro oOrmiectBa matojioroaHatoMoB (YensOuHCK,
2017); mexnadoparopHoii koHpepeniu PIBHY «HUU mopdosnoruu yenorekay 07
uionsa 2018 roma; 30-m xonrpecce EBpormeiickoro obmiectBa maronoros (buinbao,
2018).

Hyonukannu

Pe3ynbratel HayyHOTO HccnenoBanus oTpaxeHsl B 10 meyatHeix paborax, 6 u3
KOTOPBIX OIyOJMKOBaHBI B )XypHasaX, pekoMeHnoBaHHbIX BAK nmpu MunoOpHayKH
Poccun myist myOnukannii OCHOBHBIX pe3yJIbTaTOB JUCCEPTAIMOHHBIX UCCIICTOBAHIH.

O0beM H CTPYKTYypa AUCCEPTALMHA

Juccepranusi u3noxkeHa Ha 155 cTpaHuniax U COCTOUT W3 BBEAEHUA, 0030pa
JUTEpaATyphl, PE3yJIbTaTOB COOCTBEHHBIX HCCIIEIOBAHHUM, BBIBOJOB, MPAKTUYECKUX
pekoMeHaaIui, ouoarorpaduueckoro Crucka, BKIoudamnero 11 oTe4ecTBeHHBIX U
172 3apy6exxHbIX HCTOUHUKA. JlHccepTayst COACPKUT S5 Ta0nuil U 56 pUCYHKOB.



OCHOBHOE COAEPXAHUE PABOTHI
Marepuaji ¥ MeTOAbI

PabGoTa BbINIOJIHEHA B ILIEHTPAJIBHOM MATOJIOrOAHATOMUYECKON mabopaTopuu
denepaabHOr0 roCyJapCTBEHHOTO OIOJKETHOTO HAay4yHOro yupexaeHusi «Hayuno-
WCCJIEIOBATEILCKUI HHCTUTYT MOP(OJIOTUH YETOBEKa» M OCHOBaHA Ha KOMIUIEKCHOM
MOP(OJOTUYECKOM HW3YYEHUU JTUATHOCTUYECKMX OHWOICHA W  OINEparmOHHOTO
MaTepuaia, MOJydeHHOM OT 89 MaIMeHTOB C OMyXOJIETOJ0OHBIMU TOPAXKEHUSIMU
Pa3TUYHBIX JIOKAIM3AIUH, HAXOJUBIIUXCS Ha JIEYeHMH B MOCKOBCKOM OOJaCTHOM
HAyYHO-UCCIIeI0BATEIbCKOM KIMHUYECKOM MHCTUTYyTe uM. M.®. Bragumupckoro, a
TaK)K€ HAIPaBJICHHBIX Ha KOHCYJbTALMIO U3 APYTHUX JIeueOHBIX yupexxaeHuit B 2009-
2017 rr. Cpeau nanyeHToB ObII0 53 MY>XUMHBI U 36 keHuH. Bo3pacT manueHToB
koJebancs ot 30 no 84 net, cpennuii Bo3pact coctaBui 53,4+11,4 ner.

B pe3ynbrare nOpOBEAEHHOIO  KOMILIEKCHOTO  MAaToMOP(OI0rHYecKOro
UCCIICIOBaHUSI HAMU YCTAHOBJICHO, 4TO B 55 HaOmonenusix (62%) umena mecto
IgG4-cBsi3anHas 00JIe3Hb PA3IMYHBIX JIOKATW3amuii, a B 34 — BOCHAJIUTEIbHBIE
npoiiecchl, He cBs3aHHbIe ¢ [gG4. Cpenu namuentoB ¢ 1gG4-cBszanHON 00J1€3HBIO
Ob110 33 MYKUMHBI U 22 KEHIIUHBI B Bo3pacte oT 35 no 84 jer, cpeaHuil Bo3pact
coctaBui 55,2+11,4 ner. B rpynne cpaBuenus 6010 20 MyxuuH U 14 KEHIIUH B
Bo3pacte oT 30 mo 74 gmer, cpemnuii Bo3pact cocraBun  50,6+10,8 er.
Pacnpenenenue nanueHToB M0 JOKaIU3aluy MOpaKeHUH MpecTaBIeHo B Tadaule 1.

Tabnmuna 1. PacnpeneneHue HaOMOJEHUNM B 3aBUCHUMOCTH OT JIOKAJIU3AIUU

IMOPaXCHU-.
R (T — Koxa-Bo ) 1gG4-cBsi3annas I'pynna
Ha0/TII0/1IeHu I 00J1e3Hb CpaBHeHHA

[Momxemynodnas xene3a 32 22 10
[TeueHb, KeTUHBIN MY3bIPb, )KEIUYHbIE TPOTOKU 9 ) 4
3a0pIOIMHHOE TPOCTPAHCTBO 1 1 -
CHI0HHEBIE KeJIe3bI 9 5 4
Crie3Hble Kene3bl 9 6 3
Msrkue TKaHY TIIa3HUALBI 5 2 3
[[luToBUIHAS Xene3a 7 4 3
T'oprans 1 1 -
Koxa 7 3 4
JlumdaTtrueckue y3ibl 6 3 3
VYperpa 1 1 -
MynbTHOPTaHHOE MOpPaKEHNE 2 2 -
Bcero 89 55 34




I'ucrosioruvyeckne Meroabl. J[ns  mMopdomornyeckoro  wuccieaoBaHUS
Matepuan Obul ¢ukcupoBaH B 10% HeilTpanbHOM 3a0ydepeHHoM GdopmainHe
HEIMOCPEJICTBEHHO Toclie U3bATUSA. [HCTOJorMyeckas MpOBOJIKA OCYIIECTBICHA B
BaKyyMHOM arlfapaTe CTaHIapTHBIM METOJOM C HCIOJIb30BAaHUEM H3OIpPONIIa U
sTaHoJIia. Marepuan 3aMBaid B OJIOKM TOMOTCHU3UPOBAHHOTO TTapadyHa TOJIIIHHON
5 mMm. ['ucromornyeckue cpesbl TOJMMHON 4-5 MKM HM3TOTOBIJISUIA HETIOCPEICTBEHHO
nepea  OKpAIIMBAaHWEM  T'eMAaTOKCHJIIMHOM M D03WHOM W TIOCTaHOBKOM
UMMYHOTUCTOXMMHYECKUX peakiuii. MOHTHUPOBAHHE THUCTOJOTUYECKHX CpPE30B
OPOBOJMIM HA TOJIOKUTEIIBHO 3apsOKEHHBIE CTEKJIa C  BBICYIIMBaHUEM B
COOTBETCTBUM C  pEKOMEHJAnusMu  mnpousBojautTens. IlonydeHHbie — cpesbl
nenapauHUPOBAIA U OKPAIIMBAIN T€MATOKCHIMHOM M 303MHOM IO CTaHJIapTHOU
meroaunke. OKpalmmBaHUE CPE30B MO BaH [ M30HY MPOBOAMIN C HCIOJIH30BAHHEM
roroBeix HabopoB (Bio-Optica, HWramus) B COOTBETCTBHM C IpUIaracMoiu
WHCTPYKLIMEN.

NmyHorucroxuMu4eckud Merof. VIMMyHOTUCTOXMMHYECKOE OKpAIIMBAHUE
MPOBOJIUIIOCH ABTOMATU3UPOBAHHBIM CIIOCOOOM C MOMOIIBI0 UMMYHOTHUCTOCTEHHEPA
Ventana BenchMark Ultra ¢ ncronb3oBanneM aHTHTEN, IPEACTABICHHBIX B TaOJIMIIE
2.

Mopdomerpudeckue METO/bI. BripaxxeHHOCTH BOCHAIUTEIbHON
uHUIbTpauuu 1 Gpudpo3a OLUEHUBAIN MOJIYKOINYECTBEHHBIM METOIOM B Oajliax oT
0 nmo 3. Hekoropsie Mopdonoruyeckn 3HauMMble s Au@depeHuanbHONn
muarHocTuku  1gG4-Chb  mpusHaky, a WMEHHO: «BUXpeoOpa3Hblily  (pubdpo3s,
OONUTEPUPYIONIUN W HEOONUTepUpyrmuil  Guedut, 203MHOPWIBHYIO WU
HEUTPOPHIIbHYI0 HHDUIBTPAIUIO, YTUTEINOUTHOKICTOYHBIE TPAHYJIEMbl OIICHUBAIIH
M0 UX HAJUYMIO B TUCTOJIOTUYECKUX CPE3ax.

AbcomoTHoe 3HaueHue konmyectBa Bcex CD138+ I1K, IgG+ 1K u 1gG4+ TIK
OTpENeISUTA B ydacTKaX HMX HaWOOJIBIIETO CKOTUICHWS B 3 TIONSAX 3pPCHUS TpHU
yBennueHnn oobekTrBa 40 Mukpockoma AXio limager Al (Carl Zeiss) ¢ miomaapro
cBetoBoro moms 0,5 MM° («moie 3peHusi ipu OoJbiioM yBenuueHun» — [I3BY).
Kpowme npennaraemoii B pekoMeHganusx omeHku coornomnenus 1gG4+ IIK/IgG+ TIK,
HAMH Takke omnpenensiocs cootHomenue 19G4+ TIK/CD138+ IIK, mons
mumboruToB, skcnpeccupytommx CD20 u CD3, a Takke COOTHOIICHHUE JIMOIa U
Kamma Ieneil MMMYHOTJIOOYJIMHOB, YTO TIO3BOJIIIIO CHENaTh 3aKIIOYCHHE O
KJIOHAJIBHOCTH CHHTE3UPYEMBIX aHTHUTEI.
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Ta6Jmua 2. Hepequb HCIIOJIB30BAHHBIX JII HUMMYHOTHCTOXMMHWYCCKOI'O
OKpalllMBaHHA aHTUTECI U IMapaMETPOB ITPOTOKOJIOB

2 2 < =~
: : E | & e
: : 2 : | &% %
= é g = < S = & E e
> = E - H ¥ = -
CC1** 16 Mun
* ] 9
1gG [Momuknon | CellMarque RTU 360 | 370
CC1, 32 MHuH,
1gG4 MRQ-44 Monosan 1:100 P 370
CD138 | B-A38 CeliMarque | 1:200 | CC130 |32 nmm,
MHH 37°C
: CC1, 16 muH,
Actin HUC1-1 Ventana RTU 36am | 37°C
CC1, 16 MuH,
CD34 | QBENd/10 | Ventana RTU 36amm | 37° C
CC1, 16 muH,
CD3 2GV6 Ventana RTU 6am | 370 C
CC1, 32 MHuH,
CD20 |L26 Ventana RTU AN 370 C
Kappa :

Spring CC1, 32 muH,
rerine | SP148 Bioscience RTU 36 mur | 37°C
nenu Ig
Lambda :

Spring CC1, 32 muH,
Jlerkue | SP147 Bioscience RTU 36 Mun | 37°C
uent Ig

* RTU (Ready To Use) — pa3Be/icHHbIC pEaKTHBbBI, TOTOBBIC K IPUMEHEHHUIO
** CC1 6ydep mis nemackupoBku — Tpuc-oydep, pH=8,0

Crarucruueckuii MeToa. CTaTUCTUYECKUAN aHATU3 KOJIMYECTBEHHBIX JAHHBIX
IPOBOAMIIN C HCIIOJB30BaHMEM IporpaMMHoro makera «Statistica 10.0». OueHky
KOJIMYECTBEHHBIX JIAHHBIX C HOPMAaJbHBIM pACHpECICHUEM MPOBOJAWIA C
ucnons3oBanueM t-xkputepus CTblofeHTa Uil He3aBUCHUMBIX rpynn. OLeHKy
KOJIMYECTBEHHBIX JIAHHBIX C HEHOPMAJIbHBIM PACTPE/ICTICHUEM MPOBOAWIN COTJIACHO
kpurepusiMm MaHHa-YuTHH, a Takxke MertonoM Kpackwina-Yomieca. Pe3ynpTarsl
UCCJIEIOBAHMS TPEACTAaBICHbl KaK cpeaHee apu@MmeTudyeckoe =+ CTaHJapTHOE
orkiaoHeHue (M=£c). 3a KpuTHUECKUN YpPOBEHb 3HAYMMOCTH (p) MpU TPOBEPKE
runote3 Obuto mpuHsaTO 3HaueHue 0,01.
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PE3VJIBTATBI UCCJIEJOBAHUA U X OBCYXIAEHUE

OpranonaroJsorust IgG4 —cBsA3aHHO 00/1€3HH

Hamu Obuto um3ydeno 89 KiIMHWYECKHX HAOIIOJCHUM OIyXO0Jenoa00HbBIX
MOPaKEHUU pa3IMUYHbIX OpraHoB. B 55 u3 HUX Mo pe3yibTaTaM MpOBEJECHHOTO HAMU
KOMILJIEKCHOTO MOP(}OJIOTUYECKOTO HCCIEIOBAHUS JIHATHOCTUYECKUX OHOICHNA H
orepalroHHOro Marepuana Obul ycraHoBieH auarno3 1gG4-Cb. Cpeanuii Bo3pact
naneHToB 55,2+11,4 nmetr m gons cpenu Hux Myxk4uuH (60%) B Hamieir pabote
COOTBETCTBYIOT JaHHBIM Kak 3apyOexnbix [ Khosroshahi A. et al., 2011 Takahashi H.
et al., 2012], Tak u oredectBeHHbIX wHccienoBanuii [Cokon E.B., 2016]. Bce
U3yYeHHbIE HaMU HaOMIOAEHHS OBLIM CrpYNIUPOBaHbl B 3aBUCUMOCTH  OT
JIOKaJIU3allid OCHOBHOTO ouara nopaxkeHus. Takoe JiejieHue 00yciIoBI€HO TEM, YTO B
MOBCEIHEBHON KiIMHMYECKON mpakTtuke mnepBboiM ¢ 1gG4-Chb crankuBaercss y3kuid
CHEUANINCT (XUPYPT, OKYJIHUCT, SHAOKPUHOJOT, TACTPOIHTEPOJIOT), a TAKKE TEM, YTO
AHATOMWUYECKUI  MPUHIMO  TPYIIUPOBKH  HCIONB3YeTCs  OOJBIIMHCTBOM
uccienonarenei, nzydaromux mnpodnemy 1gG4-Ch. [Ipu 3ToM MBI yYUTHIBAIU, YTO
IgG4-Cb sBnsieTcss CUCTEMHBIM 3a00JI€BaHUEM U MEPBUYHOE MOPAKEHUE TOTO WIK
MHOTO OpraHa HE MCKJI0YaeT BO3MOXXHOCTU BOBJICUEHUS JIPYTUX OPTraHOB U CUCTEM.
B rpynmy cpaBHeHus, KoTtopyto coctaBuiu 34 HaOmroAeHUs, ObUIM BKIIIOUEHBI
3a00/IeBaHUsl AHAJOTMYHBIX OpraHOB M TKaHed, He cBsA3aHHble ¢ [gG4:
ayTOUMMYHHBIM maHkpeaTuT (AWII) 2-oro Twurma, XpOHWYECKHN ITaHKPEATHT,
NEPBUYHBIA  CKIEPO3UPYIOMIMNA XOJIAHTHT, Heceunu()uuecKkue BOCHATUTEIbHBIC
MOpPAKCHUSI CJIE3HBIX U CIIOHHBIX Kelle3, XPOHUUYECKHE JIEePMATHTHI M HEKOTOPHIC
IpyTHe.

Camoti pacnpoctpaneHHou Gopmoit manudecranuu 1gG4-Cb B cepun Hammx
HaOJII0ICHUH OBIIIO TIOpPaKEHHUE TOPKETyA049HOM *kene3bl B Buae AUIT 1 tuma (40%
HaOJIFOJICHNI), BTOPBIM [0 YacTOTE OKAa3aJOCh MOPAKEHUE CIIE3HBIX M CIFOHHBIX
JKeJIe3, a TAKKE JKEITYHBIX MTPOTOKOB, HA JOJIKO KOTOPBIX MPULLIOCH IO 9%. CxonHbie
pe3yabTaThl OBIIM TMOJIYYCHBI W APYTUMHU HCCIEIOBATENSIMU, TaKKe OTMETHUBIIMMHU
3HAUUTEIBbHOE Mpeo0alaHie BOBJIECUECHUS MOKenynodHou skene3sl npu 1gG4-Ch
[Zen Y. et al., 2010; Matsubayashi H. et al., 2014, Mulholland G.B. et al., 2015].
Cnenyer otMeTuTh, 4to B pabore E.B. Cokon [2016] pacnpeneneHue nai@eHTOB 10
JOKAJIM3allud TOPAKEHUN 3HAYUTENIbHO OTJIMYajIoCh Kak OT TMOJYYEHHBIX HaMH
pe3yabTaToB, TaK M OT JAHHBIX 3apyOeXHBIX HCCIIEJOBaHMN, a WMeHHO: B 17%
HaOMI0IeHUI ObUT BBISIBIICH 3a0pIOMMHHBINA (PUOpo3, ocTanbHbie 83% OTHOCUIIUCH K
MOPaXCHHUSIM OPTaHOB TOJIOBBI W IIeH, u3 HUX 60% - MmopakeHus ria3 M CIE3HBIX
xene3. DTo o0bsicHsaeTca TeM, yTo narueHToB ¢ AWII 1 Tuna HampaBisioT Ju00 B
XUPYPTUUECKHE OTIEICHUS MHOTONPOPUIBHBIX OOJIbHHII, JUOO B Je4eOHbIE
YUPEXKJIEHUSI OHKOJIOTMYECKOTO MpOo(uUis ¢ MOJO3PEHHEM Ha pakK MOHKETyT0YHOM

)KeJiespl. B TO ke BpCMsA BOBJICUCHHUC B MaTOJIOTUYECKUM IpoHeccC CIJIC3HbBIX H
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CITFOHHBIX JKeJie3 00€CIeUnBaeT «TePANeBTUUECKUI MapIIPyT» MAIlMEeHTa U BHICOKYIO
BEPOSITHOCTh €r0 IMOCTYIUICHUS B PEBMATOJOTHYECKOE OTICICHHUENJIsi MPOBEICHUE
muddepennansHoro auarHosa c¢ Ooses3nbto lllerpena. Dto moaTBepkmaercs H
MaTepralaMH Halllero MUCCIEI0BaHus, KOTOPbIN ObUT MOJIy4YeH MPEUMYIIECTBEHHO U3
XUPYPTUUYECKUX OTJCICHUN CTAIlHOHAPOB.

Mopdonornueckue ocodoennoctu 1gG4- cBsizanHoi 60J1€3HM.

Mopdomnornueckune mposiBaeHus: 1gG4-Chb cxomHpl mpu BCeX JOKATH3AIUIX
NATOJIOTHYECKOTO TPOIecca W BKIIOYAIOT BBIPAKECHHYIO JUM(OIIIa3MOLIUTAPHYIO
MHQUIBTPAIMIO C HaJIMYMeM B BocnaiauTelbHoM wuHpuibTpare |gG4+ TIK,
«BUXpeoOpa3Hblit» Gudpo3 u odautepupytomuit ¢piaedur (Puc. 1), oqHako UMeEOT u
CBOM OCOOEHHOCTH B pPa3HbIX OpraHax W TKaHsX.

———
2

TN R T eyt
‘l?‘,‘ ? i /g" v—{' s {4‘; %
kil /i 19 573

\ VALY
% 23
TN IPT A

“ ,“ g

Pucynok 1. Mopdonornueckue npossienusi 1gG4-cBsa3annoit 6one3nu. A —
BbIpaXeHHast JUMQO-TUTa3MOLIMTapHAsl BOcCHaiduTeNnbHass uHuibTpauus, b —
BUXpeoOpasHblii Guodpo3, B — obmutepupyromuii ¢aedut, I" — MHOroO4YHCIIEHHBIE
IgG4+ TIK B BocmanuTelbHOM HH(HIIBTpATE.

Tak, AUNII 1-oro THANA XapaKTepU3yeTcs HAJIMYHEM
«JI0JIbKOBOIIEHTPUYECKOTO» ¢ubpo3a,  pacnpoctpaneHuem  ¢ubpoza  Ha
napanaHKpeaTHYeCKyr0  KUPOBYIHO  KJIETYaTKy, aTpodueil  almHycoB W
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nponudepanueii Menkux mnaHkepaTuueckux mpotokoB. [ns 1gG4-ceszanHOTrO
MOpaXeHUsT TIEUEHU XapaKTepeH «BHUXpeoOpasHbii»  Guopos u  1umdo-
ia3MonuTapHas HMHQUWIbTPALKsS MOPTAJIBHBIX TPAaKTOB C PpaclpoCTpaHEHUEM
BOCIHAJIMTEIBHOTO HH(UIbTpaTa Ha CTEHKY MEMYHbIX MpoTokoB, a mpu 1gG4-
CBSI3AaHHOM  TOPQKEHUU  BHEMEUEHOYHBIX JKETYHBIX MPOTOKOB  OTMEYaeTCs
NEPUTTPOTOKOBBIA «IYKOBUYHBIN» (UOpPO3 C HCUE3HOBEHHEM MEJKUX MPOTOKOB.
IgG4-cBsizanHOEe TMOpa)KEHUE CIE3HBIX U CIIOHHBIX JKEJle3 XapaKTepHU30BajoCh
COYETaHHEM aTpO(PHUH TKAHU KEJIE3bl B COUCTAHUH C «BUXPEOOpa3HbIM» (HUOPO30M U
BBIPAKCHHOU nuddy3HoH auMdo-TIIIa3MOIIUTapHO N BOCTIAJINTEIILHOMN
uHpunpTparuend. s 1gG4-cBs3aHHOTO  MOpa)KeHUs]  IIUTOBUIHOM  KeJe3bl
xapakTepHbl Tuddy3Has numdo-riazMoruTapHas BOCHaIuTeIbHas HHQUIbTpaIus ¢
dbopmupoBaHreM JUM(GOUIHBIX TNCEBAOPOIUIMKYIOB, @ TAKXKE TOTajdbHas aTpodus
dommukynaoB B codyetaHuu ¢ Jud@y3HbiM (HUOPO30M, pacHpOCTpPaHSIOMIKUMCS Ha
Msirkue TkaHu men. llopakenne «koxku 1pu  |gG4-cBszanHoil  Oose3HH
XapaKTEPHU30BAIOCh KPYIMHOOYArOBOM JUM(O-TUIa3MOIIUTAPHON IEPUBACKYJIISIPHOM
BOCHAJIUTENbHON UWHUIbTpanuedn gepmMbl ¢ (HOPMUPOBAHHEM  JIUMQPOUIHBIX
niceB0GOILTUKYIO0B, TIpoudepaimeit MuohuOpoOIaCTOB U BhIpAKEHHBIM (HUOPO30M
JIEPMBI.

IMaTomopdgonornueckne kpurepuu 1gG4-Ch

K ocHOBHbIM kpuTepusiM (T.H. «OOJBIIME» THUCTOJOTHMYECKHE KPHUTEpPUN),
KOTOpbIe TMO3BOJSAOT 3anoao3puth IgG4-Chb B coorBercTBUM ¢ bocToHCKMMHU
pexomenmanusamu [Deshpande V. et al., 2012], otHocsTcs BbhIpaxkeHHas JMdO-
iazMoruTapaas uHQuibTpanus, ¢Gubdpo3 ¢ QopmupoBanueM "BUXpeoOpazHBIX"
CTPYKTYyp, obnurepupyromuii Gpredutr u Haaudue B BOCHAIUTEILHOM HH(MIBTpaTe
IgG4-keroxk.

JInmdornnazmorutapHas BOCHIAIUTENIbHAS UHOUIBTpAIys, SIBJISISICH
IPOSIBIICHUEM XPOHHYECKOTO HMMMYHHOTO BOCHAJIEHHS, HMeJa MEeCTO BO BCeX
HaOMO/IcHUsIX M Oblia BhIpakeHHOUW (60%) wim ymepennoit (34,5%). Craenmyer
OTMETHTh, UYTO BBIPAKCHHBIH JTUM(O-TUTA3MOIIMTApHBIA  WHWIBTpAT  darie
oOHapy>KHUBaJICA TIPU TOPAXKEHUU TKaHed riasza (B 2 u3 2 HaAOIIOACHMIA), CIFOHHOM
xKenes3bl (B 5 U3 5 HaOmroAeHW ), IMUTOBUTHOM kele3bl (B 4 u3 4 HaOII0IeHUI ), KOKHU
(B 3 13 3 HAOMIOICHHIA) U TTOJKEITYIOUHOM Kene3bl (9 u3 22 HabmoaeHui). JlaHHbIH
KpUTEpPUIl HE SABJISICTCS CHCIU(PUYHBIM, HO TIOCKOJIBKY OH BCTpEYaeTcs B
OONBIIMHCTBE HAOMIONEHUN U SBISETCS UYYBCTBUTENBHBIM, TO MOXKET OBITH
UCTIONB30BaH s AU depeHInaIbHON JUATHOCTUKH C OTTYXOJISIMHU.

BTOphIM 3HAaYUMBIM TUArHOCTUYECKHM KPUTEPHEM SIBIISICTCS IPOTYKTUBHBIN
bubpo3 ¢ GdopMUpOBaHHEM  «BUXPEOOpa3HBIX» CTpyKTyp. DopmupoBaHue
(GbuOpPO3HOI TKAaHU B UCXOJI€ BOCTIAJICHHS SIBIISICTCS YHUBEPCATHHBIM MMaTOJIOTHIECKUM

mpouecCcoM, OAHAKO HJaJICKO HC BCCraa IIpU O3TOM IIPOHUCXOOAUT I/I36BITO‘—IHOG
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o0pa3oBaHME KOJUIareHa ¢ «BUXpeoOpa3HbIMY PacIoioKeHHEM BOJIOKOH. [lo HammMm
JTaHHBIM, (GuUOpPO3 OOHapyKHUBaJCS BO BCeX HAOMIOACHUSX, Nmpu 3ToM B 58%
naomoxaenuit 1gG4-Cb on Obul  BbIpakeHHbIM, a B 42% - yMEpEHHBIM.
dopMupoBaHuEe «BUXPEOOPa3HBIX» CTPYKTYp ObUIO OTMEUeHO HaMmH B 84% ciydaes,
OpU 3TOM OHO OBLJI0O OCOOCHHO XapakTepHO ISl MOPAXKEHHH MOKETYA0UYHON
JKeJe3bl, JKETYHBIX MPOTOKOB, CJIE3HBIX U CIIOHHBIX JKE€Je3, YTO COBIAAAET C
pesynpTaTamu apyrux uccienoBanuii [Cokon E.A, 2016, Mizushima |. et al., 2017].

O6murepupyromuii  GaeOUT — TpeTuid «OONBIIOW» JTUATHOCTHYCCKHUI
kputepuil. HecmoTpss Ha TO, 4YTO H3TOT MNpU3HAK MPUCYTCTBYET HE BO BCEX
HAOJIOICHUSX, OH MOXKET OBITh UCIOJIB30BaH NMpu AU epeHInaIbHON JUarHOCTUKE
IgG4-Cb ¢ npyrumu BocHajduTelbHBIMU 3a0oJieBaHUsAM. B HameM ucciieoBaHUH
obmurepupytonuii  pyiedutr Obul BbisSIBIEH B 45% Bcex HAOMIOAEHUM U ObUI
oOHapy)keH B 12 w3 22 wnabmogeHuit (55%) 19G4-cBsi3aHHBIX TMOpaKCHHMA
MOJIKETTYyIOYHOM JKeJe3bl, a Takke B 3 U3 5 HAOMIOACHHUI MOpaXeHUM CIE3HBIX U
CIIIOHHBIX Kene3. Hamm fgaHHbIe TOATBEPXKIAIOTCA pe3yJabTaTaMH  IPYTHX
UCCJIEIOBAHUM, COTJIACHO KOTOPBIM OOJUTEpUpYIOMmUid (hJIeOUT BBHISBISETCS HE BO
Bcex HaOmonenusax IgG4-Cbhb, a Takxke MoeT ObITh OOHApYKEH MpH JPYTUX
ayTonMMYHHBIX 3a0oneBanusx [Cokon E.A., 2016, Geyer JT, et al., 2010]. BmecTe ¢
TEM, TIOJy4YCHHBIE PE3YIbTAThI TO3BOJIAET YTBEPKAATh, YTO TIOUCK TAHHOTO MPU3HAKA
TOJDKEH OBITh MPHUIETBHBIM, TTOCKOJIBKY B TTOBCEAHEBHOM MPAKTUKE MPU PYTHHHOM
UCCIIEIOBAaHUM TEKYIIEr0 MaTepuania OH MOKeT ObITh mpomymieH. HeoOxomumo
OTMETHTh, YTO HM30BITOYHOEC BHUMAHHE IMATOJIOTa MMEHHO K 3TOMY KPUTEPHIO B
yiepo APYrUuM MpU3HAKAM MOKET TaKkKe MPUBECTH K TUATHOCTHYECKUM OIINOKAM.

Hpyrue wMopdonorudeckue KpuTepuu (BCIIOMOTATeIbHBIE), K KOTOPHIM
OTHOCATCA  DO3WHOPUIBHO-KJIETOYHAasT  WHGWIbTpauuss U GHOPMHUPOBAHUE
TUMGOUTHBIX TICEBAO(OIITUKYJIOB HECTIEM(PUYHBI U HAONIOMAIOTCS TpPU JIPYTHX
BOCIIAJINTENIBHBIX Tporeccax. Ponb 3Tux npusHakoB B auarHoctuke 1gG4-Cb nmo
KOHI[a HE YCTaHOBJICHA.

KoauyecTBeHHasi oneHnka coaep:kanusi 1gG4-mia3MaTnuecKux KJIETOK B
UHpUIbTpaTe

Kax cnengyer u3 Ha3BaHus 3a00JIeBaHMsI, €TO MATOTCHE3 CBSI3aH C KOHKPETHBIM
KJIaCCOM HUMMYHOrNoOynuHoOB. B Hacrosmee Bpems y wMopdonora wumeercs
BO3MOXKXHOCTh uAeHTHGuKanmuu |gG4+ TIK ¢ 10BONBHO BBICOKHM ypOBHEM
JIOCTOBEPHOCTH W  HH3KOH  Cce0ECTOMMOCThIO —  HMMYHOTHCTOXHMHUYECKOE
uccienoBanue ¢ anturenamu k IgG4. IMmeHHO 3TOT MOJIeKyJIsipHO-MOp(doIorndecKuii
KPUTEPHH SABIISICTCS CaMbIM 3HAYUMBIM TIpH Mopdostorndeckoit Bepudukauu. Tak, BO
BCEX MPEJCTaBIEHHBIX B Hamieil padore HaOmoaenusx 1gG4-Chb kommuectBo 1gG4+
[IK B pempe3eHTAaTUBHOM TMOJE 3PEHHS HMCUUCISIOCh HECKOJIbKUMH JECATKAMHU U

coctraBisio oT 46% o 100% oT BcexX ILIa3MaTHYECKUX KJIETOK BOCIIAIMTEILHOTO
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nHpuieTpaTa (Tabmumna 2). [Ipum BocmanuTeNnbHBIX TMpolleccax He CBs3aHHBIX ¢ 1gG4,
koiuuecTtBo 1gG4+ 11K B nHuibTpaTe ObUIO 3HAUUTENLHO HUXKE U BapbupoBasio oT ()
no 10 xierok B mone 3penud. Tak, mpu AUII 2 Ttuma, a Takke NMpU XPOHUUECKOM
naHkpeature koiudectBo 1G4+ TIK B BocmanmutTenbHOM HHQUIBTpaTe OBLIO Ha
95,5% wmenbire, yem npu AUIT 1 tuma (p<0,01) (puc. 2). HecMoTpst Ha «poHOBOCY»
OKpalIMBaHue, HaOI0JaeMoe MpPU HMMMYHOTHCTOXMMHYECKOM BBISABICHUU JIOOBIX
UMMYHOTTI0OynuHOB, uaeHTuukanus IgG4+ IIK He mpencraBnser 3aTpyaHEHHI.
Heo0OxoaumMo oTMeTUTH, 4TO B OONBIIMHCTBE HaOmoaeHuil npu BeisBieHun [gG+ I[1K
MMEJI0O MECTO BBIPAKEHHOE «(POHOBOE» OKpaIllMBaHME IMpenapaTtoB. B cBsA3M ¢ 3TUM
HaMU JIOMOJHUTEIBHO OBLJIO MPOBEAECHO MMMYHOTMCTOXHUMHUYECKOE HCCIIEOBAaHUE C
anturenamu k CDI138 1 Gosee TOYHOro ONpeAesieHUs OOIIEro KOJIMYECTBa
TUIa3MaTUYECKUX KJIETOK B MHWIbTpare 1 cootHomenus 1gG4+/CD138+ I1K.

B 72,7% (40 u3 55) namux HaOmomenmii cpemnee kommdectBo 1gG4+ TIK,
TIOJICYMTAHHOE B TPEX IMOJISAX 3peHUs MpH yBenmueHun Mukpockomna x400 (II3BY) Bo
BCEX Ipemaparax JOCTUTAJIO ypPOBHS, YCTAHOBJICHHOTO  MEXKIYHapOIHBIM
KoHCeHcycoM. [lo HamuM AaHHBIM, YacTOTa JOCTHXKEHHS HEOOXOJUMOTO YpPOBHS
9G4+ TIK B kax10M opraHe COrjiacHO MEX/IyHapOJIHbIM KPUTEPUSM OblLIa BBICOKOM
IpU MOpaXkeHUs X mnopkenynodHoi xenessl (100%), xemunsix npotokoB (100%),
muMmpatryeckux y3510B (100%) u HU3KOM NpU MOpakKeHUH CIOHHBIX kene3 (16,7%),
cie3nbix xene3 (0%) u koxu (0%).

Konuyecteo 1gG4+ knetok
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Puc. 2. KonnuectBo 1gG4+ B BocnanuTelbHOM HHOUIBTPATE NPU PA3TUUHBIX
TUTIAX MMaHKPEATUTA.
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Hamm nanHble COBMAgaioT ¢ pe3yibTaTaMu psjia 3apyOeKHBIX MCCIETOBaHUI.
Taxk, J.D. Strehl ¢ coart. [2011], nmpoaHanu3upoBaB MaTepuan OT 7/ MAIUCHTOB C
IgG4-cBsi3aHHBIM  CKJIIEPO3UPYIOIIMM  cHalioaJieHuToM/onyxonblo  KioTTHepa,
nokasaju, 4to adcomtotHoe unciio 1gG4+ T1K BappupoBaio B MMpoKux mpejaenax (oT
4 no 104) u B cpennem cocraBuio 40 xierok B [13BY. Ilpu 3TOM aBTOpHI IOKa3aIH,
YTO MPHU XPOHUIECKOM HEUMMYHHOM CHaJaJIeHUTE, 00YCIOBICHHOM CHUAJIOTUTHA3OM,
abcommoTHoe 4mcino lgG4+ KIeTok B CIIOHHBIX JKeje3aX OBUIO OYeHb HHU3KUM H
BapbpupoBaio ot 0 go 27 B II3BY.

B cepun nHammx HaOmoaeHudt 1gG4-cBS3aHHBIX —TMOpPaAKEHUHM  KOXKHU
HEOOXOJAMMBIA COrTacHO KOHCeHCycy ypoBeHb IgG4+ IIK He ObLT BBISIBICH HU B
OJIHOM HaOJIOJICHUH, YTO COBMAJaeT C pe3yJbTaTaMH JIPYyTUX MCCIEI0BaHUN
[Mizushima 1. et al., 2017, Hamaguchi Y. et al., 2013, Ikeda T. et al., 2013, Jalilian
C. et al., 2014]. B uenom, gaHHBIE KaK 3apyOCKHBIX, TaK M HAIIETO MCCIIEIOBAHHIA
yKa3bIBaloT Ha To, uTo ypoBHU |gG4+ IIK, mpunsteie Koncencycom mis 19G4-Ch
CIIUIIKOM BBICOKH JUIsl HEKOTOPBIX JIOKAJIM3AlMid, YTO TMPHUBOJUT K HHU3KOU
YyBCTBUTEJIIBHOCTU 3TOTO NMpHU3HaKa Mpu AuarHoctuke 1gG4-cBa3aHHBIX MOpakKeHHM
CIIIOHHBIX JKele3 M KOoXu. CHUXKEHHE IOPOrOBOTO JAMAarHOCTUYECKOTO 3HAUCHUS
komnuecTBa 1G4+ 1K 1o ypoBHs > 30 npu nOpaskeHUU CIIOHHBIX U CIE3HBIX JKeJle3
u >100 npu nopaxeHUusX KOXKHU HE OKAKET OOJIBIIOrO BIMUSHUS HE CHEU(PUUHOCTD
ATOTO MPHU3HAKA, TMOCKOJIBKY NMPHU HEMMMYHHBIX 3a00JIEBaHUSIX B BOCHAIUTEIHHBIX
uHQUIbTpaTaxX ompeensercs HesHaunTenpHoe konuaectBo 1gG4+ I1K, mpu sTom ero
YyBCTBUTEIHLHOCTh 3HAYUTEIIHHO MTOBBICUTCA.

CootHomienne 1gG4+/1gG+ TIK B cepun Hammx HaOJIIOACHUN BaphbUPOBATIO OT
48,2 o 100%, nocturass HeoOxommmoro, coriacHo KoHceHcycy, ypoBHsA. BaxkHo
OTMETUTh, YTO B YacTU HAOJIOJIEHUH HaM HE YJaloCh OLIEHUTbh COOTHOIIEHUE
1gG4+/1gG+ TIK BcreacTBre BhIpaXeHHOTO (hOHA MPH OKPAIIMBAHUHU MTPENapaToB Ha
IgG. B cBsi3u ¢ 3TUM BO BceX HAOMIOACHUAX HAMH ObLIO TOTOJHUTEIHLHO OMPEeIeHO
cootHomeHue 1gG4+/CD138+ kierok, koTopoe BapsupoBajo ot 46,2% 10 98,5% u B
1eJIOM OBLITO comocTaBUMO ¢ cooTHoreHneM 1gG4+/1gG+ T1K.

Hecmotps Ha mpennonoxutenbHo obOmmii maroreHe3 1gG4-Chb komuuectBo
IgG4+ TIK u cootnomenue l1gG4+/1gG+ IIK wmm 1gG4+/CD138+ IIK mupoko
BapUPOBAIIO B PA3IMYHBIX OpPraHaX W TKaHAX. OTH pPa3Iu4us MOTYT OBITh
OOBSICHEHBI PA3IMYHON BBIPAKEHHOCTBIO W PACIPOCTPAHEHHOCTHIO (ubpo3a K
MOMEHTY IMOCTaHOBKH jauarnosa. Tak, Y. Masaki ¢ coaBT. moka3zanu, yro npu 1gG4-
Cb 30nBl Qudpo3a comepxanu menbiie 1gG4+ IIK u xapakrepuszoBaiiuch Oosee
HU3kUM cooTHomieHueM 1gG4+/lgG+ IIK mo cpaBHeHWio ¢ ywacTkamu 0e3
¢udposubix uzmenenuii [Masaki Y. et al., 2012].
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Ta6nuna 2. CpenHue mokaszaTenu abCOMIOTHOTO KOJIMYECTBa Iia3MaTudeckux kietok u pois CD138+, 1gG+ u 1gG4+
KJIETOK B BOCTIAJUTENbHBIX HHPMIbTpaTax npu [gG4-csa3annoit 6one3nn (M+m (pa3dpoc))

Jlokanusauust K> CD138+ IgG+ lgG4+ IgG4+/1gG+ IgG4+/CD138+
[Tomxenynounas xxenesa 110,4+27,5 101,2+27,9 99,6+25,7 74,5+27,2 75+12,6 72,4+12,3
(60-175) (52-167) (50-140) (29-132) (53,7-100) (50,9-99,2)
Ileuenb w  xemunsle | 93,3+£36,1 91,3+34,9 87,640 65,9440 72,1+16 69,4+16,7
POTOKH (51-162) (53-158) (53-154) (39-154) (43,9-100) (44,8-97,5)
3a0promMHHOE 74,319 69+8,2 66,7+10,1 50,3+10,8 75+6,6 72,3+£7,9
IPOCTPAHCTBO (75-83) (60-76) (56-76) (38-58) (67,9-80,9) (63,3-77,5)
CIIOHHbIE SKele3hl 101+21,1 91,7+20,6 89,2+20,8 68,7+19 77,5129 75,4+13,4
(73-132) (65-123) (63 - 100) (50-95) (51-92,1) (50-91,8)
Cre3HbLe SKETEEL 101,7+£25,8 91,9+26,2 90,3+26,2 68,2+24 74,2+12,5 73+12,4
(65-132) (53-124) (51-125) (29-98) (52,7-95) (52,7-94,1)
MEIKHE TKAHH MAA3HUI 113,5+7,8 92,5+11,8 91,7+12.4 82+15,9 89,249 88,3+9,3
(101-123) (89-101) (68-100) (59-96) (74-96) (74-97)
ILlyToBwHas Kertesa 150,3£15,2 122,7+19,3 111,2£11,9 71,3+12,1 64,1£8,2 58,7+10,1
(128-174) (99-151) (95-127) (51-88) (52,5-73,9) (47-71,6)
Topras 113£2,6 90+2 87,3+£2,5 59,7+3,5 68,3+2,1 66,2+2.4
(110-115) (88-92) (85-90) (56-63) (65,9-70) (63,6-68,4)
Kosa 168,8+22,3 162,4+23 156,1+£21,2 118,7+£36,1 76,4+21,3 73,5+20,6
(139-206) (132-200) (128-190) (68-169) (45,6-93) (43,6-90,8)
JivaTigeckue y3mbr 140,2+4,2 123,4+6,2 119,4+6,8 111,1£5,6 93,1+4,1 90+3,2
(131-155) (115-136) (110-135) (103-120) (88,8-99,1) (86,5-95,8)
Vperpa 68,7£3,2 57+1 55+1 34,7+£2,5 63,1+£5,7 60,9+5,1
(65-71) (56-58) (54-56) (32-37) (57,1-68,5) (55,2-64,9)

* - [U1a3MaTUYECKHUE KJIIETKA
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Kpome Toro, Ha 3TH pasnuumsi MOTYT BJHSTH Pa3HBIE CIIOCOOBI TMOTyYEHUS
oOpasuioB TkaHed. Tak, TpenmaHoOMONTaThl MOTYT COJEpXaThb MEHBIIE
WHOOPMATUBHBIX  YYacCTKOB IO CpPaBHEHUIO C KpPYHHBIMH  0O0pas3lamu,
MOJIYYCHHBIMU B XOJI€ OIEpPaTUBHOIO BMelIarenbcTBa. HeoOXoaumMo OTMETUTD,
4yTO cama 1o cebe BocmanutenbHas nHmibTparus 1gG4+ [1K nabmromgaercs npu
pa3IMYHBIX MATOJOTHYECKUX IMpolieccax, He cBsa3aHHbIX ¢ 1gG4-Ch. J.D. Strehl ¢
COaBT. MOKa3ajdW, YTO B TKAHEBBIX 00pa3llaXx U3 MATOJOTHYECKUX OOpa3oBaHUM
poToBOil moJsiocTu, HUKHUX OTAeNoB KKT, CHHOBHAIBHBIX 00OJIOYEK, KOXKU U
KapUMHOM TIpu He cBsizaHHBIX ¢ 1G4 3a0oneBaHusiX B BOCHAIUTEIBHBIX
unbuiabTpaTax omnpeaensercs oonee 10 1gG4+ IIK B II3BY [Strehl J.D. et al.,
2011].

Ha ocHoBaHMM TPOBEAECHHOIO HCCIEIOBaHUS HaMHU ObUT BBIPaOOTaH
anroputM Mopdomnorndeckoii quarnoctuku [gG4-Ch, mpeacraBneHHbIi Ha puc. 3

3AKJIFOYEHHUE
Takum  oOpazom, 19gG4-Cb  xapakTepusyeTcsi MYJIbTHOPTAHHOCTBHIO
Pa3BUBAIOIIMUXCSA  MATOJOTUYECKMX M3MEHEHMH, a B pAle ClIy4aeB W
METaxpOHHOCTHIO ux KIIMHUYECKOM MaHupecTaluu, TpeOyromux
MYJIBTHIACIIATUTAHAPHOTO moIXoaa K o0cJIeI0BaHHIO MAIMEHTOB.

Mopdonornuecknii nuarao3 1gG4-Chb He OCHOBBIBaeTCS TOJBKO HA HAJIWYHH B
BocnauTelbHOM WHOmIbTpaTte |gG4+ KIeTOK, a YYUTBIBACT TaKUE BaKHBIC
TUArHOCTUYECKHE TIPU3HAKKM Kak JUMQOTUTa3MOIIUTAPHYI0 WHOHUIBTPAIUIO,
«BUXpeoOpaszHbiiiy (Guopo3 u obnurepupyrommii  predbur. B pesynbrare
MPOBEICHHOTO  HWCCJENIOBAaHMS HAMH  YCTAaHOBJIEHO, YTO  COOTHOIIEHHUE
IgG4+/CD138+ wnmm 1gG4+/1gG+ kmerok ¢ moporoBbiM 3HaueHHeM >40%
o0nagaeT JIOCTAaTOYHOM UyBCTBUTENBHOCTHIO it auarHoctuku 1gG4-Cb.
PexomenmyeTcst ucnonb3oBath okpacky Ha CD138+, mockonbpKy OKpanmBaHue Ha
I9G B psane mabmioaeHUIl AaeT BBIPAKEHHBIM (POH, HE TO3BOJSIONIUMN MPOBECTH
MOJICYET TMOJIOKUTETHHBIX KIETOK.

Mpb1 monaraem, 4YTO pe3yJbTaThl TPOBEICHHOTO HCCIEAOBaHUS OyIyT
CrocoOCTBOBaTh yny4mieHuto nauarHocTuku 1gG4-cBsizanHoi 0oJe3HHM B Halein
CTpaHe U, CJIeI0BATEILHO, a/ICKBATHOMY JICUCHHUIO JAHHOW KaTETOPHUH MAIlUEHTOB.
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BbIBO/bI

1. IgG4-cBsizanHas 00Jie3Hb XapaKTEpU3yeTCs MOPAKECHUEM Pa3TUUYHBIX
OpraHoOB U TKaHEH, KIMHUYECKH UMUTHUPYET OMYXOJIEBBIM POCT, a €€ IMarHOCTHKA
TpedyeT naToMop(HOIOrHIeCKOT0 1 UMMYHOTUCTOXUMHUYECKOTO TTOATBEPKICHHUS.

2. [Ipeobnamarorumu  Jokanmm3anusMu  npu  Maaudectaruun  [gG4-
CBSI3aHHOW OOJIE3HM SIBIISICTCS TOPAXKEHUE NOoKenygouHor kene3nl (40%),
KEITYHBIX TIPOTOKOB (9%), TKaHe# ria3a (9%), cmonHbIX xeines (9%).

3. BripaxkeHHBIN TUMO-TIIIa3MOIUTAPHBIA HHOUIBTPAT XapaKTepeH s
NOpaKEHUs  TKaHEW IJia3a, CIIOHHOM  Keje3bl, IIUTOBUIHOM  Kese3bl,
MOJ/IKENTYIOYHON jKelie3bl U Koxku. PopMupoBaHue ¢GpuOpo3a B BUIAE MYapOBBIX
CTPYKTYp OCOOCHHO XapaKTEepPHO I MOPaKCHUH TODKETyA0YHOM skenesnl (82%
HaAOJIOICHUI), IEYEHU M KETYHBIX MPOTOKOB, TKaHell riaza. OOIuTepupyromun
bnebut Hanbosee 4yacTo HAOIIOAACTCS MPHU MOPAKEHUU MOJKETYI0YHON KeIe3bl
(55%) u ciroHHBIX Kene3 (60 %).

4.  JlmarHoctuyeckd 3HaumMmoe KommuecTBO 0G4+ mimazMaTudecKkux
KJIETOK B MHQUIbTpaTe KOJIEOJIETCS B 3HAUMUTEIbHBIX Mpeesax M 3aBUCUT OT
JOKAJIM3allud  TMOpPaXEeHUsT M CTaJuu Inponecca. JluarHocTuueckuili mopor
konuuectBa 1gG4+ 1uta3zMaTUyecKUX KIIETOK, MPUHSTBHIA  MEXIYyHApOJIHBIM
Koncencycom mis 1gG4-cBsi3aHHBIX MOPaKEHWUH CIIOHHBIX, CJE3HBIX JKeJe3 U
KOXHM CJIMIIKOM BBICOK, B CBSI3U C O3TUM, HEOOXOJUMO CHIDKEHHE TPAaHMUIL
ITOPOTOBBIX 3HAYEHUU 10 YpOBHSA > 30 ISl HOPaKEHUS CIIOHHBIX U CIE3HBIX XKEIE3
u >100 — a5 mopakeHuid KOXKH.

5. CootHomienne 19gG4+/IgG+ wmu 1gG4+/CD138+ mia3maTndeckux
KJIETOK C IMOPOroBbIM 3HaueHHuEeM >40% onTtumanbHO MOIXOMMUT JJIsS JUATHOCTHKH
IgG4-cBsi3anHoi 00Je3HHU. [IpennouturensHee UCII0JIb30BaTh
UMMYHOTUCTOXMMHUYECKYI0 okpacky Ha CDI138+, mockonbky peakius ¢ 1gG B
psiae HaOMIOIEHUN JaeT BBIPAKEHHBIN (DOH, HE MO3BOJIAIOMIMI MPOBECTU MOJACYET
MOJIOKUTETBHBIX KIIETOK.
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NMPAKTUYECKUE PEKOMEHJALIUN

1. Hns nuarHoctuku  IgG4-cBsizanHOM — OOJIe3HW  HEOOXOAMMO
UCIIOJIb30BaTh CJEAYIONIME KpUTEpUU: JTUM(O-TIIIa3MOIUTAPHBIA HMHPUIBTPAT
(orcyTcTBUE, C€a00 BBIPAXKEHHBIM, YMEPEHHO BBIPAXKEHHBIN, BBIPAKCHHBIN),
¢ubpo3 ¢ hopmMupoBaHHEM MYyapOBBIX CTPYKTYp (Haiuuue, OTCyTCTBHUE, (pudpo3
0e3 MyapoBBIX CTPYKTYp), OOJHTEepUpyIoumili (predur (Haaudue, OTCYyTCTBHE),
KOJMYECTBO TUIA3MATHYECKUX KJIETOK B TIOJIE 3PEHUS C TOYHOCTBIO JIO JIECSITKOB,
cootHomenune IgG4+/1gG+ m 1gG4+/CD138+ mna3MaTH4eckux KIETOK C
TOYHOCTBIO JIO I€CSTKOB.

2. PexomeHmyeTcst UCTIOIB30BaTh UMMYHOTUCTOXUMHUYECKYIO PEAKIIUIO C
anturenamu k CD138+, mockonbky peakuus ¢ 1gG B psge HaOmoaeHUN naeT
BBIPKECHHBIN ()OH, HE TTO3BOJIIOIINKA MPOBECTH MOICUET MOJIOKUTEIBHBIX KIETOK.

3. [Ipu orcyrcTBUM MOPGOIOTHYECKUX TMPU3HAKOB T'PaHyJIEMaTO3HOTO
BOCIIAJICHUSI M OITyXOJIEBOTO POCTa HAJIUYHE C YMEPEHHO BBIPAKEHHOTO JIMM(QO-
IIa3MOITUTAPHOTO  WHGUIBTpaTa ¢  MHOTOYHCICHHBIMH  IIJIa3MOITUTAMH,
BUXpeoOpaszHoro (¢uopo3a wu/muiaum  obnurepupyromero ¢Giaedura  JTUKTYeT
HEOOXOJAMMOCTh HCIOJIb30BaHUSI UMMYHHOTHCTOXUMHUUYECKOTO HWCCIEAOBAHUS C
omnpenenenueM koianuectBa 1G4+ kietok u oreHkoi cootHomeHus 19G4+/1gG+
1K, uro no3BonuT Bepudumnuponats 1gG4-cBsa3anHyI0 O0JIE3HB.

4, [TaTromopdonornyeckoe 3akmouenue npu [gG4-cBszanHol Oone3Hu
ciemyeT GopMyIHpOBaTh, UCIIONIB3Ys 3 CTAHIAPTHBIC KATETOPHH

a) «omcymcmeyom mopgonaocuueckue U UMMYHOUCHOXUMUYECKUE
npusznaku IgG4-ceazannon 6onesnuy. Gudbpo3 ¢ (GopMuUpoBaHHMEM MYapOBBIX
CTPYKTYP OTCYTCTBYET, TUM(DO-TUTA3MOKIIECTOUHBIN MWHOUIBTPAT OTCYTCTBYET WIIU
BbIpakeH ciabo, noins [gG4+ TIK menee 30 B mose 3penust x400, cooTHoIIEHNE
1gG4+/1gG+ w/mnu 1gG4+/CD138+ TIK menee 40%, mmeercst JeHKOIMUTAPHBIH
WHOUIETPAT WK TPAHyJIeMaTO3HOE BOCIIAJICHHUE;

0) «umeromcesn 6epoAmMHOCmHbLE Mopghonozuueckue u
ummynozucmoxumuyecxkue npuznaxu IgG4-ceazannoi 6oneznu - mpedyemcs
conocmaenenue  KIUHUKO-MOPPON0ZUUECKUX  OAHHBIX)' ¢ubpo3 C
dbopMHpOBaHUEM MYApOBBIX CTPYKTYp, JUMQO-TUIA3MOKJICTOYHBIH HWH(WIBTPAT
OTCYTCTBYET WJIM BBIPAXKEH ClIab0, HeoOIuTepupyomuii ¢Gaedout, B uHPMIbTpaTe
OTCYTCTBYIOT HelTpoduibl, HeT rpanyiem, aois IgG4+ IIK menee 30 B mone
speausi  x400, a  coorHomenue IgG4+/1gG+ wwmm  1gG4+/CD138+
maszmaTudeckux kierok 6omnee 40%, nons IgG4+ TIK Gonee 30 B mosie 3peHUs
x400, a cootHomenne 1gG4+/19G+ w/mm 1gG4+/CD138+ 1K menee 40%;

B) «Mmopgonozuueckue u - UMMYHOUCHIOXUMUYECKUE  U3MEHEHUA
coomeemcmeyem IgG4-céazannoii  6one3nu». MaccuBHbI  PuOpoO3 ¢

dbopMHpOBaHUEM MYapOBBIX CTPYKTYp, JTUMQO-TIIA3MOKICTOYHBIA UHOUIBTPAT C
22



npeo0ialaHieM  IJIa3MaTHYeCKUX — KIETOK, (QopMupoBaHue  JUM(OUTHBIX
nceBa0(OIITUKYJIOB, MPUMECh HO3UHODWIOB, oOauTEepupyronmid Quedur;, B
uHUIbTpaTe OTCYTCTBYIOT HelTpoduisl, HeT rpanynem, aois 1gG4+ IIK Goinee
30 B mone 3penust x400, cootHomenue 1gG4+/1gG+ w/mmm 1gG4+/CD138+ I1K
oonee 40%.
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