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CIIMCOK COKPAII[EHUI

CMV- nuromeranoBupyc

EBV — Bupyc Onreitn-bapp

I9G — ummyHOTI00YIMH Kitacca G

I9G+ — 1gG-nmo3uTHBHBIN

19G4+ — 1gG4-n103uTUBHBII

19G4-Cb — 1gG4-cBs3anHas 00J1€3Hb

IL (MJI) — uaTepneitkun

RTU — pa3BeieHHbIE pEaKTUBBI, TOTOBBIE K TPUMEHEHUIO

AMUII — ayTOoMMMYHHBIN TAHKPEATUT

AJIT — ananmHamuHoTpanchepasa

ACT — acnaparuHamuHoTpaHcdepasa

AT — anTuTENO

NI'X — IUMMYHOTMCTOXHUMHUYECKOE UCCIIEIOBAHUE

KT — xoMnbroTepHas ToMmorpadust

JIOP — 0TOpUHOJIAPUHTOJIOTUS

MOHUMKH — MockoBckuid 00J1aCTHON HAyYHO-HCCIIE0BATENbCKUN
KJIMHUYECKU UHCTUTYT uM. M.®D. Bnagumupckoro

MPT — maruutHO-pe30HaHCHasi TOMOTpadust

OPBMU — octpas pecniupaTopHas BUpycHasi HHQEKIUS

[TJIP — mankpeatoayoieHalIbHAs PE3CKIUA

IDK — nomxenynounas xemnesa

[13BY — none 3penust npu 60sb110M (X400) yBETUYEHUH MUKPOCKOIIA

[IK — mma3Maruyeckast KieTka

[ICX — nepBUYHBIN CKIEPO3UPYIOLINN XOJAHTUT

POHIL] nm. broxuna—Poccuiickuii OHKOJIOTUYECKUI HAYUYHBIA LIEHTP UM.
H.H. bnoxuna PAMH

COD — ckopocCTh Ocenanus SpUTPOLIUTOB

V3U — ynbTpa3zByKOBOE HCCIIEI0OBAHUE

XII — XpOHUYECKUN TAHKPEATUT



BBEJIEHUE
AKTYaJIbHOCTb TeMbI HCCJIeT0BAHUS

1gG4-cBa3annas 6omne3ub (1gG4-Ch) — oTHOCHTETEHO HEJJABHO BBIJEICHHOE
CUCTEMHOE AayTOMMMYHHOE BOCIAJIUTEIbHO-CKIEpO3HpyIoliee 3a00JieBaHuUE,
KOTOpOe XapakTtepuzyercss (GOpMHUPOBaHUEM OOBEMHBIX MOPAKEHUN pa3zIuyHON
JIOKAIU3aly, KIMHUYECKH CUMYIUPYIOMIMNX 3JI0KaYeCTBEHHbIE HOBOOOPa30BaHuUs,
BBIpOXEHHOW JIUMQOIIa3MOIUTapHO uHOuUIbTpauuedn ¢ obwmiuem 1gG4+
mazMatuyeckux kiaetok (I1K), MaccMBHBIM CKJIEpPO30M, MOBBIIIEHUEM YPOBHS
IgG4 B CHIBOPOTKE KpOBM M BBICOKOW TEpaneBTUYECKON 3(P(HEKTUBHOCTHIO
koptukocrepounioB [Deshpande V. et al.,, 2012; Della-Torre E. et al., 2015;
Khosroshahi A. et al., 2011]. Beaymas poiab B maroreHese 3a00JCBaHHSA, IO
MHEHHUIO OOJNBIIMHCTBA MCCIEAOBATENCH, MPUHAIICKHUT T-XENNEPHBIM peaKusiIM
2-0r0 TUNA C TUIepnpoaykiuend wuHTepiedkuHoB 4, 5, 10 m 13, a Takxke
perynsatopHbIX ¢akTopoB pocta. IgG4-cBa3anHas 601€3Hb — 3TO HOBAsi HO30JIOTHS,
KOTOpasi HaxXOOUTCS Ha CTaAWd U3YYCHHS  KIMHUKO-MOPQOIOTHUECKUX
MPOSIBJICHUM,  YTOYHEHUS  JUArHOCTUYECKUX  KPUTEPHUEB W BBIPAOOTKHU
oOlenpuHITON TepMuHONOrMU. BriepBble 3a0osieBaHue ObuIo onucaHo B 1995
roay kak ayroummyHHbid nmankpeatut (AWII) [Yoshida K., 1995] u gaxe mocie
ycta"oBienust B 2001 romy ero cBsizu ¢ BbICOKUM ypoBHeM |gG4 B chIBOpOTKE
kpoBu [Hamano H. et al., 2001], srutote 10 2008 roga, TepMUH «ayTOUMMYHHBIH
MaHKPEATUT» MPeIarajoch COXpaHUTh, @ BOBJICUYCHHE B TATOJIOTUUECKHUM MPOIECC
JIPYTHUX OPraHOB OTHOCHUTH K Ba)XHBIM, HO HEJOCTATOYHBIM [JISI CHUCTEMHOTO
3aboneBanus, nposieieHusMm [Zen Y. et al.,, 2004; Deshpande V. et al., 2006;
Kamisawa T. et al., 2006]. MexayHapoaHbIH CUMIIO3MYM, OOBEAMHUBIIHIA OoJIee
30 criermaanucToB, 00JIAAAIOIINX HAHOOJBIINM OIIBITOM B JIMATHOCTHKE U JICUCHUH
MaIMeHTOB C JaHHOM IMaToJIoTHeH, cocTosuics B okTsi0pe 2011 roga B bocTone, a
NPUHSTHIA HA HEM KOHceHcyc ObLT omy0smkoBaH B 2012 rogy [Deshpande V. et al.,
2012]. 3aboneBanme mnonyumsio HazBanue «lgG4-cBsizaHHas 0OJIE3HB» BMECTO
panee mpeniaraeMbix TepMuHOB «IgG4-cBsizanHas cuctemHasi 6ones3Hby», «lgG4-

CBsA3aHHasi ckJeposupyromas Oone3Hb» U «lgG4-cBsi3aHHBI MYJIBTHUOPTAHHBIN
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mamponpommdeparuBHbiii cuaapom» [Deshpande V. et al., 2012; Stone J.H., 2012;
Stone J.H. et al., 2012]. Bmecre ¢ Tem, mupokas MEIUITMHCKAs OOMECTBEHHOCTh
BCE CIlle HEeJOCTAaTOYHO 3HAKOMA C KIMHUKO-MOP(HOIOTUYECKUMHU MPOSIBICHUSIMU
1gG4-cBsi3anHOM 00NIe3HU, YTO HEPEAKO MPUBOAUT K AUATHOCTUYECKUM OIIMOKAM
U oOpekaeT TAaIHMEeHTOB Ha U3JHUINHUE pPAJAUKAIbHBIE XUPYPTUUYECKUE
BMEIIATEIHCTRA.

CreneHb pa3padoTaAaHHOCTH TeMbI UCC/IEOBAHUSA

ITpu 1gG4-cBs3anHoi 0ose3HM HamOoJiee 4acTo HaOIOJaeTCsl MOpakKeHHe
MOKEIYJOYHOM JKeNe3bl — ayTOMMMYHHBIM MaHkpeatut l-oro tuma. OpHako
CHCTEMHBIN XapakTep 3a00JeBaHus 00YCIOBINBACT OPAKECHNUE IPYTHUX OPTaHOB U
TKaHeW, TaKUX KakK CJIE3HbIC M CIFOHHBIC JKeJe3bl, TMM(aTHICCKUE Y3IIbl, JIETKHUE,
KEITYHBIC MMPOTOKH, 3a0PIONIMHHOE MPOCTpaHCcTBO, mouku [Cheuk W. et al., 2008;
Fujimori N. et al., 2013; Furukawa S. et al., 2015]. K peakum mposiBIcHHIM
OO0JIE3HH OTHOCST CKIIEPO3UpPYIOMK xojenucTut [Mnpuenko A.A. u np., 2009;
Takahashi K. et al., 2015], ayroummyHHBIH cKiIepo3upyltonuii remarur, 1gG4-
ceszanHbii ipoctatut [Nishimori I. et al., 2007], ¢puOpo3 MUTOBUIHON *Kee3bl,
(T.H. 300 Punens), 10G4-cBsa3annbii ckiaeposupyronmii mactut [Schiffenbauer A.l.
et al., 2012], 1gG4-cesa3annbiii ckieposupyromnmii maxumenunrut [Wallace Z.S. et
al., 2013]; HexoTopbie T.H. nceBAOTUMGOMBI KOXH (B-KIIeTOUHYIO JTUMOBOUTHYIO
THIIEPIIa3uio) U aTuMQoMaTOUAHbIN TpaHyieMaTo3 [Sato Y. et al., 2010], 19G4-
CBSI3aHHYIO BOCHAJUTEIbHYIO aHeBpH3My OpromiHoi aopthl [Raparia K. et al.,
2013].

Cornacno pekomennauusm Koncencyca (bocton, 2012 r) nns yHudpukammu
OILICHKH TTaTOMOP(}OIOTHYECKUX U3MEHEHUH B MOPAKEHHBIX OpraHaXx W BBIPAOOTKH
€IUHBIX TOAX0A0B K AuarHoctuke 1gG4-cBsi3aHHOM 00JI€3HU € 1ENBI0 TTOBBIIICHUS
BOCIIPOM3BOAMMOCTH JTOTO JIMArHO3a OBUIH O0003HAYEHBI «IIPEIIOJIOKUTEITHHBIC)
rucrojiornueckue npusHaku [Deshpande V. et al., 2012] u npemmoxkeHsl Tpu
«OompInX» rucTojormdeckux kpurepus 1gG4-ceszanHou Oosesnn [Geyer J.T. et

al., 2010; Zen Y. et al., 2010; Deshpande V. et al., 2011]:

o BbIpaKEHHAs! TUM(O-TIIa3MouTapHas HHQUIbTPALIKS;



o ¢ubpo3, KOTOpBIM XOTSA OBl YaCTUYHO HMMEET BUXPEOOPA3HBIil,
(MyapoBbIii, «CTOPUGOPMHBIIN)) PUCYHOK;

o obnutepupyroni Giedur.

ITocranoBka guarnoza 1gG4-cBs3anHoi  0OOJie3HM  BO3MOXKHA TP
oOHapy>KeHUH KaK MUHUMYM JBYX «OOJBIITNX) THCTOJOTHIECKUX KPUTEPHEB.

Bricokoe comepxkanne IgG4+ miua3sMaTHYecKuX KIETOK B IMOPaKEHHOU
TKaHU TaKXe SIBISICTCS BAKHBIM JTUATHOCTHYECKHM KpUTEPHEM, KOTOPBINA JTOKEH
paccMaTpWBaThCA B KOMIUIEKCE C JPYTUMHA W3MEHEHUSIMH U HE SBISCTCA
cnenuUYHBIM, TIOCKOJIBKY caM 10 cebe BcTpedyaeTcss U TpU  JIPYTUX
ayTOMMMYHHBIX 3a00JICBaHUSAX, HAMpPUMEpP, MPH PEBMATOUIHOM apTPHUTE U
oone3nn Kactiemana [Sato Y. et al., 2010]. YcranoBiaeHO, YTO JUATHOCTUYCCKOE
3HAUE€HUE MMEET COjep’KaHue B BocHalMTeIbHOM MHpuibTpaTe Oonee 50 1gG4+
[IK B ogHoM mone 3penust npu OonbiioM ysennuenuu (I13bY) mukpockona x400
[Zhang L. et al., 2007; Dhall D. et al., 2010]. OxgHako BBIPa)KEHHOCTH
TUMQOIIIA3MOIUTApHOW ~ MHPWIBTpAlMM B Pa3jMYHBIX OpraHax MOJXET
3HAUMTEIBLHO BapbUpoBaTh. [loATOMY Jpyrue wucCiaemoBaTeId TpeaiararoT
omnpenensats cooTtHomenne 1gG4+ IIK/IgG+ TIK, koTtopoe, MO HX MHECHHIO,
sBIIseTCs Oosiee 00BEeKTUBHBIM KpHuTepueM [Sato Y. et al., 2009; Cheuk W. et al.,
2010; Sato Y.et al., 2010; Zen Y. et al., 2010]. CormnacHo 3TO# KOHIEIIUH, TOJIS
IgG4+ TIK mpu 1gG4-cBsa3anHoii 0osie3HU AOMKHA cocTaBiATh Oonee 40%, npu
9TOM B OOJILIIIMHCTBE HAOJIOICHUI OHA CymiecTBeHHO Bhime [Sato Y. et al., 2009;
Cheuk W. et al., 2010].

Ob0ocHOBaHMe MPOBEICHUS UCCJIEOBAHNS

NMeromumecss MHOTOYMCIICHHBIC ITyOJIMKAIIMU TIO3BOJIIIOT TOJIarath, 4TO
IgG4-cBsi3anHas 00JIe3Hh — ATO CHUCTEMHAsl MATOJIOTHs, PACO3HABAHNE OPTaHHBIX
MPOSIBJICHH KOTOPOW MMEET peliaroliee 3HauYeHUE I BBIOOpA TaKTUKH JICUCHUS
OOJBLHOTO, U B PSI/IE CITy4aeB MOMOTaeT U30€KaTh XUPYPrUIECKOTO BMEIIATEIHCTRA,
HA3HAYMB MATOTCHETUYECKH 0OOCHOBAHHYIO M BBICOKOY(D(PEKTUBHYIO CTEPOUIHYIO
Tepanuio. OTCYTCTBUE TOYHBIX 3HAHUH 00 STHOJOTUYECKUX, TATOTCHETHYECKUX U

KJIETOYHO-MOJIEKYJISIpHBIX ~ MexaHu3Max [gG4-cBsizanHoil OONe3HM  AUKTYET
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HEOOXOMMOCTh pa3paboTku ainroputMa ee AuddepeHnnaabHOl TUArHOCTHKU C
JPYTUMU ayTOMMMYHHBIMH CHUCTEMHBIMH TIATOJIOTUYECKHMH TIPOIECCaMU U
OHKOJIOTMYECKMMHU 3a00JIEBAaHUSIMU C HUCIIOJIb30BAHUEM COBPEMEHHBIX METOJIOB
aToOMOP(}OTOTHIECKOTO UCCIICTOBAHMSI.

Heas wucciaegoBaHusi - YCOBEPIICHCTBOBaTh MNaTOMOPGOJIOTHUYECKUE
KPUTEPUHU JIMarHOCTHKU PA3IMYHBIX KIMHUYECKUX BapuaHToB |gG4-cBsizanHOU
00Je3HU.

3agaum uccjie0BaHUA

1. TlpoBecT KOMIUIEKCHOE HW3y4Y€HUE IHATHOCTUYCCKUX OWOIICHHA W
OTIEPAIlMOHHOTO MaTepHajia OMyXOJICTIOJOOHBIX TMOPAKEHUH  Pa3IMIHBIX
OpraHOB M TKaHEW ¢ TMPEeaNoJIOKUTEIbHBIM JauarHo3oM |gG4-cBs3aHHOM
00JIE3HHU 110 pe3yabTaTaM MaToOMOP(OIOTHIECKOTO UCCIICTOBAHMSI.

2. U3yunts wmopdonoruyeckue OCOOEHHOCTH J3THUX TMOpPaXEHUH B
3aBUCHUMOCTH OT JIOKQJIM3AIIMU U KIMHUYECKUX MPOSBICHUN 3a00J1€BaHUS.

3. Onenute nuama3oH kojebanmii kommuectBa 9G4+ ITIK B
BOCIMIAJIUTEIILHOM HMHQWIbTPATE pa3IWYHBIX OpraHoB W TkaHedl mnpu 1gG4-
CBSI3aHHOU 00JIE3HHU.

4. TlpoBectn Ha COOCTBEHHOM Martepuaje ampoOaryio peKOMEHIalun
MEXIYHApOJHOTO KOHCEHCyca Mo Kputepusim nuarHocTuku 1gG4-cBsizanHom
6one3nu (bocton, 2012 1).

5. Pa3zpabotats anroputm matoMmopdosiorudeckoir auarnoctuku 1gG4-
CBSI3aHHOU 00JIE3HU.

Teopernueckoii W MeTOAOJOTHYECKOM 0a30il  HUCCEPTALMOHHOTO
WCCJICIOBAHUS SIBJISIIOTCA HAydHble pabOThl W METOJMYECKHE pa3pabOTKu
OTEUECTBEHHBIX W 3apyOC)KHBIX aBTOPOB, IMOCBSIICHHBIC MAaTOMOP(OIOTHISCKOM
XapaKTEePUCTHKE, TaToreHe3y u auarnoctuke 1gG4-cBsizanHON OOJIe3HH.

Nudopmanuonnoit 6a30ii vccleIOBaHUS SIBIAIOTCA Hay4YHbIE CTaTbU B
pelleH3UPYEMBIX  JKypHajaX,  MOHOrpadguu,  Marepuaiabl  KoH(DepeHInH

COOTBETCTBYIOIIEN HAYYHOU TEMATUKH.



Jluccepranusi COOTBETCTBYeT NAacnopTy Hay4yHo# cnenuanbHocT 14.03.02
«ITaTonornyeckas aHaTOMUsSD» COTJIACHO IMyHKTaM 2, 3, 4.

Hay4ynast HOBM3HA

Jlana mompoOHasi KJIMHHKO-MOpdosoruueckas xapakrtepuctuka 1gG4-
CBS3aHHOW OO0JIE3HM B COOTBETCTBUM C PEKOMEHJALUSIMH MEXIYHAPOIHOTO
Koncencyca no kputepusim e€ nuarnoctuku (bocron, 2012 r).

OmnpeneneH quana3oH MAarHOCTHYECKUX 3HaYeHWH koinmdectBa 1G4+ T1K B
BOCITAJIUTEIBHOM HWH(QWIbTpaTe pa3IWyHbIX oOpraHoB W TkaHed mnpu 1gG4-
CBSI3aHHOU OO0JIE3HU.

Brnepsrie ommcansl Habmonenus 1gG4-cBsi3anHON 00J€3HU C MOpPaKCHUEM
rjla3za ¥ TUMYCa, a TaK)Ke pa3BUTHE paka xenyaka rnpu 1gG4-cea3anHoil 0osie3Hu.

IIpakTuyeckas U TeopeTHYecKas 3HAYUMOCTh

Jana mnonpoOHas KiIMHHUKO-MOpdosoruueckas xapakrtepuctuka 1gG4-
CBSI3aHHON O00JIe3HH, OMHMCAHbI OCOOEHHOCTH MOP(OIOrMUECKUX H3MEHEHUH B
pa3IMYHBIX OPraHax M TKaHsIX.

Pa3pabotan u BHeApeH B pPYTHUHHYIO MPAKTUKy ONTUMAJIbHBIA HA0O0p
MOP(}OJIOTHUECKUX W HMMYHOTHCTOXMMHUYECKHMX METOJOB JHATHOCTUKH 3TOTO
3a00JieBaHUsl C MCIOJb30BaHUEM pekomeHaauuid KoHceHcyca mo KputepusM
nuaraoctuku 1gG4-ceszannoi 6oae3au (bocton, 2012 r).

Pa3pabotan u BHeOpeH B TMPAKTHKY alIrOpUTM  MOP(OIOrHYECKOM
nuarHoctuku 1gG4-cBsizanHoN 60sIe3HH.

Coznan 1 poBoit apXuB CKAHUPOBAHHBIX MUKPOIIPEMApaTOB OT MAlMEHTOB
c 1gG4-cBsizanHOM 0071€3HBIO, KOTOPBIM MOXKET OBITh HCIIOJIB30BaH B KadyeCTBE
y4eOHOTO MOocoOWsT B  CHUCTEME JOMOJHUTEIBHOTO  MPO(EeCcCHOHATBHOTO
o0Opa3oBaHMsI Bpadei MaToIor0aHaTOMOB.

[TommyueHHble B pe3ynbTrare padOThl TEOPETHUECKHUE JaHHBIE PACIIUPSIOT U
CUCTEMAaTHU3UPYIOT CYIIECTBYIOIIME MPEJICTaBICHUs 00 OPTraHHBIX MOPAKEHUSIX
npu 1gG4-cBsi3aHHOil 00JIE3HM W MOTYT CIYXUTh OCHOBOH [JIsl MPOBEACHUS
WCCIIEOBAHUM ayTOMMMYHHBIX ITOPAKEHUN PA3JINYHBIX JIOKAIA3ALIAN.

MeTo010J10THsI M METOABI MCCJIeI0OBAHUS



MeTtononorndecku paboTa MOCTpOEHA HA MPHUHIMIIAX CUCTEMHOIO aHaIu3a
KOMIUIEKCa  JaHHBIX. B paGoTe  HCmoOnb30BaHbl  MOP(OIOTHUECKHIA,
UMMYHOTUCTOXMUMHUYECKUH, MOP(HOMETPUUECKUH, CTATUCTUUECKUN METO/IBI.

IToJ105keHNs1, BBIHOCUMbIE HA 3AIIUTY

1. 1gG4-cBs3annas 00JIe3Hb XapaKTepUu3yeTcs HE TOJIBKO
MOJIMOPTAHHOCTHIO  PA3BUBAIOIIUXCS  MMATOJOTMYECKUX  HU3MEHEHUH, HO U
METaXpOHHOCTBIO ~ WX  KIMHUYECKOW  MaHudecramuu, 4Yro  TpeOyer
MYJIBTUIUCIUILUIMHAPHOTO TMOJAX0Ja K 00CieloBaHuI0 manueHToB. CaMmbIMu
pacnpocTpaHeHHBIME ~ GopMamu  MaHUbecTaruu  1gG4-cBsi3aHHONH — OOJIe3HH
SBIISAIOTCS TIOPAKEHUS TOKETYTOUYHON JKeNe3bl, CIE3HBIX W CIIOHHBIX KEles,
KEJITYHBIX TPOTOKOB.

2. Mopdonornueckuit nuaruo3 1gG4-cBs3aHHON 0OJE3HM OCHOBBIBACTCS
HE TOJIbKO Ha HAJIMYUU B BocnanutTenbHoM uHpuibTpare 1gG4+ I1K, Ho u Takux
BOKHBIX  JUArHOCTUYECKHUX npu3Hakax  Kak  JuMoruiazMouuTapHas
UHQUIBTpalUs, «BUXpeoOpa3Hblil» (uOpo3 u  obauTepupyromui  Queour,
BBIPDAKEHHOCTh KOTOPBIX 3aBUCHUT KaK OT JIOKAJIU3aIluU, TaK M OT CTajuu
MaTOJIOTHYECKOTO MpoIiecca.

3. Jumarnoctuueckue 3Hauummbie ypoBHU 1gG4+ IIK, mpunsteie
Koncencycom misa 1gG4-cBsa3anHOM 00JI€3HHU, CIUIIKOM BBICOKH JIJII HEKOTOPBIX
JOKaIIM3aliid, 9TO MPUBOANT K HU3KOW YYBCTBUTEIHHOCTH ATOTO MpH3HAKA NpU
nuarHoctuke |gG4-cBs3aHHBIX MOPaKEHUW CITIOHHBIX JKeJie3 U KOXKH, B CBSI3U C
4eM HEe0OXOJUMO yCTaHOBJICHHE 00Jiee HU3KHMX MOPOTOBBIX 3HAYCHUH KOJIMYECTBA
IgG4+ TIK. Cootnomenue 1gG4+/CD138+ wim 1gG4+/1gG+ kiteTok ¢ mOporoBbIM
3HaueHnem >40% oOecrneunBaeT JOCTATOYHYIO UYYBCTBUTEIBHOCTH 3TOTO
nokasarens 1151 [MarHoCcTUKH [g(G4-CBSI3aHHBIX MOPAXKEHNUN BCEX JTOKATU3AIUH.

CreneHb 10CTOBEPHOCTH M anpodanus pe3yJbTaToB

JIOCTOBEpHOCTh PE3yJIbTaTOB 00OCHOBaHAa JOCTATOYHBIM KOJUYECTBOM
MAIMEHTOB, OT KOTOPBIX OBbLT MOTy4YeH OWOTICHIfHBIN M OTIEpAIlMOHHBIN MaTepHal,
UCIIOJb30BAHUEM  COBPEMEHHBIX  aJE€KBaTHBIX  METOJOB  HCCIEIO0BaHUS,

KOPPCKTHBIM IIPHUMCHCHUEM CTATUCTHYCCKHUX MCTOAOB aHalln3a, KPUTHYCCKHM
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aHAJTM30M pEe3yJbTAaTOB HCCIEIOBAaHUSI B CONOCTABICHHH C aKTyaJbHBIMHU
JUTEPATYPHBIMHA TAHHBIMHU.

JInuHoe yyacTue aBTOpPA 3aKJI0YAJIOCh B INIAHUPOBAHUU U OCYIIECTBICHUU
aTOMOP(}OTOTHIECKOTO MCCIEAOBAHMS, CTATUCTHUECKOW 00paboTKe, 00001meHnn
Y aHaJIKM3€ MOJIYYEHHBIX Pe3yJIbTaTOB, MOJTOTOBKE MyOIMKaIIUH.

BHeapeHne nosiyueHHbIX Pe3yJbTATOB B MIPAKTHKY

Pe3ynbTaThl HcciienoBaHUSI BHEAPEHbI B Pa0OTy MATOJOTOAHATOMUYECKOIO
OTJEJICHUS I'bVY3 MO MOHHUKUA M. M.D. Brnanumupckoro,
naronoroanaromuueckux oraeneHud OI'bY I'HI[ OMBL[ um. A.M. bypHa3sHa
OMBA  Poccun, HMXI[ wm. HMUN. IluporoBa gnsi  KOMIUIEKCHOU
Mopdonornueckoit nuarnoctuku 1gG4-Chb.

Anpodanus quccepranumn

OCHOBHBIE TOJIOKEHHSI JHUCCEpPTAllMU  JOJIOKEHbl U OOCYXICHBbI Ha
3acenanuu MockoBckoro otneneHusi Poccuiickoro oGmiecTBa marojoroaHaTOMOB
21 nexabps 2010 roma; 23-m EBpomeiickoM KOHTpecce MaToiaoroB (XelbCUHKH,
2011); IV cwesne Poccuiickoro obmiecta marojoroanaroMoB (benropox, 2013);
3aceganun MockoBckoro otaenienus Poccuiickoro o0IecTsa naTojaoroaHaToMOB
27 mas 2014 rona; 27-m EBpomneiickom konrpecce matosioros (benrpan, 2015);
XXXII MexayHnapoiHoM KoHTpecce MexxayHapoHOW akaJieMUH MaToJIoTuu 1 28-
M koHrpecce EBpomeiickoro o6GmiectBa marojioroB (Kénwn, 2016); 3acemanuu
MockoBckoro otaeneHus Poccuiickoro o0miecTBa maTojioroanatoMoB, 11 ampens,
2017 roma; V Cwe3ne Poccuiickoro obmiecTBa maTtojioroaHaToMoB (YensiOMHCK,
2017); mexnaboparopHoit koHpepenuuu OI'BHY «HUU mopdonorun yenoBekar»
07 wrons 2018 roma; 30-m kourpecce EBpomeiickoro o0OmiecTBa MaToJOrOB
(bunwbao, 2018).

Hyonukannu

PesynbraTel HaydHOTO HccienoBanus oTpaxkeHbl B 10 meyatHpix paborax, 6
U3 KOTOPBIX OINYOJMKOBaHBI B KypHalaX, pekoMeHjaoBaHHbIX BAK mpu
Muno6puayku  Poccum  ansg nyOnukauumid  OCHOBHBIX — PE3YJIbTAaTOB

JIMCCEPTAIIMOHHBIX UCCIEIOBAHUM.
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O0beM U CTPYKTYypa AuccepTANNHU

Huccepranus n3noxeHa Ha 155 cTpaHuIax U COCTOUT U3 BBEAEHUs, 0030pa
JUTEPATYPHI, PE3YIHTATOB COOCTBEHHBIX MCCIIEIOBAHUM, BBIBOJOB, MPAKTHUYECKUX
pexoMeHaIui, OnoIrorpauIecKoro CucKa, BKItoJamero 11 oreuyecTBeHHbBIX

u 172 3apy0exxHbIX HCTOUHMKA. [luccepTaiius coepKuT 5 Tadbiuil u 56 puCyHKOB.
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I'maBa 1 OB30P JIMUTEPATYPbI
1.1. 1gG4-cBsi3anHas 00/1€3Hb: HCTOPHS, TEPMHUHOJIOTUS,
MMUIEMHUOJIOTUS

[Toustre 1gG4-cBszannori  Oosesan  (IgG4-CB) kak  HO30J0THYECKOU
eAuHUIBl chopMupoBasioch Ha 0a3e 3HaAHUMNW 00 ayTOMMMYHHOM TMaHKpEaTUTe
(AUIT). Umenno uzyuenune AWII m oOHapyXeHHE CXOMHBIX MOP(POJIOTHUECKUX
U3MEHEHUH B JpYrHMX opraHax craio ¢ynmameHtoM ans Beigenenus 1gG4-Cb.
[Tpu sTom naneko He Bce cnyuau AUII cienyer cuutats nposisienuem 1gG4-Chb u
naneko Ha kaxabli cinyyail [gG4-Chb 00s3aTenbHO MAaHU(PECTUPYETCS MOPAKEHUEM
MOKEYJOYHOM Kenme3bl. Ha CeromHsmHuil JeHb CHEKTp NaTOJOTHYECKHUX
cocrosiHud, coctaBisironux [gG4-Cb, OKOHYATENBHO HE ONpPENENeH, 4TO
XapaKTEepPHO MJIsl ayTOMMMYHHBIX 3a00J€BaHUN B LeI0oM. BMmecTe ¢ TeM BOmpocChl
ucTopum, nartoreHeza u aAuarHocTukd 1gG4-Cb 10 HacTosIero BpeMEHH
paccMaTpuBaroTCs CkBo3b npusmy AUILL

Bo3HukHOBeHHE TPOOJIEMBl JUArHOCTUKM AyTOMMMYHHOTO IaHKpEATUTa
CBA3aHO C  pe3yJpTaTaMH  OIEPAaTUBHOIO  JIEYEHHUsS  IALMEHTOB  C
MpEeIONEPAlMOHHBIM  IMAarHO30M  OMYXOJW MOKETyIOYHOU kKene3bl. bbiio
YCTAaHOBJICHO, YTO TMPHU THUCTOJOTHYECKOM HCCJIENOBAHMM  ONEPALMOHHOIO
MaTepuaa Iocjae NaHKPeaTOlyOICHAIBHbBIX PE3EKLUM, BBIIIOJHEHHBIX 110 TOBOIY
MPEANoIaraéMoro paka IMoKeNyI0YHOU JKeJle3bl ¢ TUMUYHBIMU KIMHUYECKUMU
(cuHmpoM OOCTPYKTHUBHOW KEITyXH) ¢ JIy4eBbIMH (HaJIMuMe OOBEMHOTO
o0pa30oBaHus MOJKEIYAOYHOM Keyie3bl) MPU3HAKAMU OMYXOJIM B YacTHU CIIy4yaeB
MOPQOJOTUYECKHE  MPU3HAKK  3J0KAYECTBEHHOTO  OIYyXOJEBOTO  pOCTa
orcyrcTtBoBamu. Tak, mo ganmabiM  Smith  C.D. ¢ coasr. [1994],
MPOAHAIM3UPOBABIINX pe3ysbTaThl 603 TNaHKpeaToayOoACHAIbHBIX PE3EKIHU,
BHITIOJIHEHHBIX B KiIMHUKe Mayo B mepwony c¢ 1956 mo 1990 romsl, ObLIO
YCTaHOBJIEHO, UYTO MOYTU B 5% HAOMIOACHUNA THUCTOJOTUYECKOTO MOATBEPKIACHUS
MPEeAONEePalMOHHOr0 JUarHo3a «HOBOOOpPa30BaHUE MOJHKEITYAOYHOMN KeIe3b» He
okazanoce. Ilpm »toM B 3,6% HaOmOAeHWII Yy MAlMEHTOB HMENHCH

Mop(bonomqecmxle IMPU3HAKK XPOHHUYCCKOI'0O IMaHKpE€aTuTa C BbIPAKCHHBIM
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¢ubpo3oM moKenyA0YHON Kene3bl. B HenaBHem uccnenoBanun R.M. Gomes ¢
coaBT. [2016] wacToTra TMaHKPEaTOMYyOJICHATBHBIX PE3CKIIMH, BBIIIOJHEHHBIX I10
MOBOJy TPEAOINEPAIMOHHOTO JHarHo3a <«3JIOKAYeCTBEHHOE HOBOOOpa30OBaHWE
NIOJ/DKETYJIOYHOM JKeJe3bD»y mocturana 6,5%, Mpu 3TOM MaTOJIOr0aHATOMHYECKOE
3aKJIFOUYCHUE O HAJIMYMH Yy TMAalMeHTa TOJHKO XPOHUYECKOrO MaHKpeaThuTa ObLIOo
naHo B 2,8% wnaOmonenuit. [lo maHHBIM pa3HBIX TPYII HCCIEAOBATENCH YacTOTa
oJIOOHBIX ciiydaeB Bapbupyer oT 2,5 1o 8,4% [Thompson J.S. et al., 1994; van
Gulik T.M. et al., 1997; Abraham S.C. et al., 2003; van Heerde M.J. et al., 2012;
Merdrignac A. et al., 2014]. B yacti momoOHBIX HAOIIOIECHUNH T'MCTOJOTHYCCKAs
KapTHHA HE YKJIaJbIBajach B KJIACCHUSCKYI0 MOP(OJIOTHI0 XPOHHYECKOIO
MaHKpEaTHTA.

BnepBbie 0 HEOOXOAMMOCTH PACCMOTPETh IICEBAOTYMOPO3HBIN CKIIEPO3
TIOJKEITYIOYHOM JKeJIe3bl B Ka4eCTBE CAMOCTOSATEIBLHON HO30JOTHICCKOU (POPMEI,
BBIJICIUB €T0 CPEeId CIlydaeB «OOBIYHOTO» XPOHHWYECKOTO IMaHKpPEaTHTa,
BbIckazancs H. Sarles ¢ coaBr. B 1961 roxy [Sarles H. et al., 1961]. ITo mepe
JMAIBHEUIIIETO HAKOIUICHWS 3HAHWUH CTaJ0 OYEBHJIHO, 4YTO CKIICPO3HPYIOIIHMA
MAaHKPEATHT UMEET PsAJl XapaKTEPHBIX OCOOEHHOCTEH HE TOJBKO B IMATOTCHE3E H
MOp(}OJIOTHH, HO ¥ B XapaKTepe KIMHHYECKOTO TCUCHHUS U CIIEKTPE COCTOSTHUM ISt
nuddepenimanbHoro auarsoza. B 1978 roay S. Nakano ¢ coaBt. omwmcanu
MAIMCHTA, YCIICIIHO MPOJICYCHHOTO KOPTUKOCTEPOUIAMHU, Y KOTOPOrO Ha PSay ¢
XPOHUYECKHM IMaHKpeaTUTOM U cuHApoMoM IlI€rpeHa mMenwch OIyXOJICeBHIHBIC
oOpa3oBaHMs B OPIOIIHOM IMOJIOCTH, a Takxke B oOacTtu Bek u meku [Nakano S. et
al.,, 1978]. B 1991 roay K. Kawaguchi ¢ coaBT. mpeioKuid KOHIICTILIHIO
JTUMQOILIA3MOIIUTAPHOTO CKICPO3UPYIOMIETO MaHKPEaTHTa, YaCTO COYCTAFOIIETOCS
CO CKJCPO3HPYIOIIMM XOJAHTHTOM U CHCTEMHBIMH 3a00JICBaHHSIMH THIIA
myabTH(OKaIBHOTO HauonaTuueckoro (uoposa [Kawaguchi K. et al., 1991]. B
1992 roay F. Toki ¢ coaBT. Ha ocHOBaHUM 4 HAOJIIOICHHUI TIPETOI0KUIN HATHIUE
HEOOBIYHOTO THIIA XPOHUYECKOTO IMAHKPEaTHTa, XapaKTePU3YIOIIErocs Ipu

SHIOCKOMHUYECKON PETPOTpajHON  XOJaHTHOMaHkKpearorpadpuu  «aAuPQPy3HbIM
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HEPaBHOMEPHBIM CY)KEHHEM BCETrO IIABHOT'O IMaHKpEaTHIeCKOoro mpotokay [ Toki F.
etal., 1992].

JUINTEIBHO ~ CyIIECTBOBAaBIIMN TEPMUH  «TYMOPO3HBIM  ITaHKPEATHUT,
KOTOpPBIA MHOTJA MCHOJB3yeTCd U cedlyac, MOJYEPKUBAET, YTO IO XapakTepy
0OHapyKMBAEMBbIX MAaKPOCKOIIUYECKUX U3MEHEHUM U KIMHUYECKON CUMIITOMATUKE
3a00JIeBaHNE MHUMMKPHUPYET OIyXOJeBbI mporecc. FIMEHHO omyXosaenoqo0HbIH
XapakTep XPOHUYECKOrOo IAaHKpeaThTa Ipolecca SBIAETCS IOKa3aHUEM I
oneparuBHoro jeueHus [Eropos B.W. u ap., 2008; XKapukos 10.0. u np., 2015],
YTO, B CBOIO O4YEpelb, I[IO3BOJUJIO TATOJIOTAaM JETaJIbHO M3YYHTh €r0
Mopdoornyeckue mposiBiieHus. TiIaTeNbHbId MaTOJIOr0OAHATOMUYECKUN aHau3
OIEPAIlMOHHOIO0 MaTepualla MOJKEIYAOYHONH Keyie3bl obecredmsl  OOJbIIoN
nporpecc B uzydyeHuu AUII v mo3Boaui npeanoaokuTh, 4To 3TO 3a00JIEBaHUE HE
SBJIIETCSI ONHOPOAHBIM, a IPEICTABIICHO ABYMsI Pa3JINYHBIMU TUIIAMHU.

BBIII0 yCTaHOBIIEHO, YTO BBIABIISIEMAsl ITPU JIYYEBBIX METOJAX MUCCIIEIOBAHHUS
IICEBJIOOMYXOJb  MOXKEIYJIOYHOM  JKeNe3bl, a TaKkKe €€ «MEeTacTasbl»,
MOp(}OJIOrMYECKH  MNPEJCTaBICHbl Yy4JacTKaMU  CKJIepo3a M XPOHUYECKOU
BOCHAJIUTENbHOW  HMHQUibTpauuend.  OOBIMHO  KJIMHMYECKHME  CHUMIITOMBI
3a00JIeBaHUs MCUYE3aJIH, a Pa3MEPbl «OIyXOJIM» U €€ «METacTa30B» YMEHbIIAINChH
IpYU Ha3HAYEHUU CTEPOUIHONW TOPMOHOTEpANHUU. DTOT (PAKT MO3BOJIUI HEKOTOPHIM
UCCJIEIOBATENSAM  BBIIBUHYTh MPEAINOJ0XKEHHUE O €IMHCTBE MOJUOPTaHHBIX
BOCMAJIMTEIBHO-CKIIEpO3upyomux mpoieccos. Eme B 1967 roxy D.E. Comings ¢
COABT. ONYyOJUKOBAJIM ONHCAHUE Cepur HaOMoAeHU (QUOpPO30B pazITUUHON
JOKANU3allMd CO CXOJHOM KIMHUYECKOM © MOpPQOJOTHYECKOW KapTUHOU U
BBICKA3aJIM IPEAINOJIOKEHNE O €IMHCTBE MPOLEcca BO BCEX OMUCAHHBIX CIIydasX,
NPEAJIOKUB  KOHLIETIIHMIO  MYJIbTU(OKAIBHOTO  HMIMONaTH4YecKoro  guodpo3sa,
KOTOPBIN MO-BUAUMOMY U sBWIICS mipotoTurioM lgG4-ceszannon 6omnesnu (1gG4-
Cb) [Comings D.E. et al., 1967].

TepMuH ~ «ayTOMMMYyHHBIM  maHKpeatuT» (WM «ayTOMMMYHHO-
OOyCIIOBJICHHBIM TaHKpeaTuT») ObUl MpeiokeH u BBedeH B oOpamenue K.

Yoshida ¢ coast. B 1995 onay mist o6o3HaueHHss 0CO00¥ (POPMBI XPOHHUECKOTO
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NMaHKpeaTuTa C ayTOMMMYHHBIM MEXaHM3MOM DPa3BHUTHS, ITOATBEPKICHHBIM
71a00paTOPHBIMH, THCTOJIOTHYSCKMMH W KIMHHUYeCKMMH naHHBIMU [Yoshida K.,
1995]. ABTOpHI OOpATHIM BHUMAaHHE HA MATOINCHETUYCCKYIO CBS3b CO CTEPOUTHOM
Tepanmueil M COOTHECHH MOpP(OJIOTHYECKHE W3MEHEHHUS C OMOXMMUYECKUMU U
UMMYHOJIOTHUYECKUMU OCOOCHHOCTSMH, MPEXE BCEro, BHICOKMM ypoBHeM IgG4
UMMYHOTTIOOYJIMHOB. Bce 3TO MO3BONMIIO MM MPUHTH K BHIBOJAM O HAIUYUU Y
TaKMX TAIMEHTOB AayTOMMMYHHOW TMaTOJOTHU C «IOKYC MHHOPHC» B
MIOJKEITYIOYHOM JKeJie3e, a Tak)Ke BBIICTUTh HOBYIO HO30JIOTHUECKYIO SIMHUILY —
ayTOMMMYHHBIN ITAHKPEATHT C BHCOPTAHHBIMU TTPOSIBIICHHUSIMHU.

B mocnennue ronpl B Mupe HaOIOaeTCsl 3HAUYMTENBHBIN POCT MHTEpeca K
npobieme AMUIIL, 00yciIOBIEHHBIH PACHIMPAIOMIMMHUCST BO3MOMXHOCTSIMU €O
JTUArHOCTHKH, BKJIOYAsl MIUPOKOE BHEAPECHHE B MPAKTUKY MPOIEAYPHI OHOIICHN
NOJDKEIIYI0YHOM JKene3bl. OJTO, B CBOIO O4Yepedb, BEAET K POCTYy 4HCIa
nuarHoctupoBaHHbiX ciaydaeB AWIL. Tlpu 3>TOM TOYHass AMArHOCTUKA 3TOTO
3a00JIeBaHUsl — KIIIOY K ycHemHoW W 3((EeKTUBHON Tepamuu, TaK Kak JIEUEHUE
AUIT ¢ wucnonb30BaHUEM TIIOKOKOPTUKOCTEPOHUJIOB BEIET K OBICTpOMY U
YCTOMYHNBOMY YMEHBIIICHHUIO W JaKe MCUC3HOBCHHUIO TAKUX MPOSBICHUN OOJIC3HH,
KaK YBEJIMYEHUE B pa3Mepax MOJKEITYJOUYHOMN KeJe3bl, CY)KEHUE €€ MPOTOKOB U
00CTpyKIHS KemdeBbiBoOsANIMX myTel [Eropos B.W. u ap., 2007].

CrnemyeT OTMETHTBH, YTO K HACTOSIIIEMY BPEMEHH MPOTPecC B MOHUMAHHH
CYITHOCTH ayTOUMMYHHBIX 3a00JIEBaHUI JOCTUT TAKOTO BBICOKOTO YPOBHS, UTO
CTHCIMATUCTHl B 00JaCTH PEBMATOJIOTUM M UMMYHOJIOTUHA COWINM HEOOXOIUMBIM
3a0CTPUTh BHUMaHHE MPO(HECCHOHATHFHOTO COOO0IIEeCTBa Ha CHUCTEMHOCTH BCEX
AyTOMMMYHHBIX  COCTOSIHUM, HEB3Mpas Ha HaJu4We MPeo0sIaaaromiero
KJIMHUYECKOTO CHUMITOMOKOMIUIEKCa M KaXKYIIyIOCs opraHocrnenuduaHocts. B
MEPBYI0 OYEpeah ATO HANLIO OTPAKEHHE B TEPMHHOJOTUU, TJAE MPUOPUTETHI
OTHalTCsl TeM Mopdemam, KOTOPBhIE OTPaKAIOT CUCTEMHOCTh, BOBJICUEHHOCTH
BCETr0 OpraHu3Ma, CTePEOTUITHOCTh M3MEHEHHUH, TOT/1a KaK TEPMUHBI, OTPaXKAIOIIINE
JIOKAIHU3aII0 TIOPAKECHUS («apTPUT», «TACTPUT» U JIp.) MEPEBOASTCS B COCTaB

BCAyHICTrOo CHUMIITOMOKOMIIIICKCA HIIH CY6KJ’IaCCI/I¢)I/IKaIII/II-O. Takum O6p8,30M, B
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COOTBETCTBHUM C COBPEMEHHBIM TOHUMAHHEM TATOT€HE3a ayTOMMMYHHBIX
3a00JI€eBaHUM, TEPMUH CKJIEPO3UPYIOMIMI U TCEBAOTYMOPO3HBINA MMaHKPEATUT
YCTYIUIIU ayTOUMMYHHOMY, a OH, B CBOIO OU€pE/ib, YCTYMHI MECTO OoJiee 001eMy
tepmuny «lgG4-cBsizaHnHast 00JIC3HBY.

B nacrosmee Bpems snugemuoiniorus lgG4-Cbhb ocraercs HemocTaTOYHO
SCHOW BCIICACTBUE €€ HEIaBHETrO BBIIEIEHUS KaK HO30JIOTMUECKoW (opmbl U
OTCYTCTBUSL ~KPYIHBIX  SMNHAEMHUOJOTHYECKUX HCchaenoBaHui. B SAnonunm
pacopoctpaneHHocTh AMII 1 tuna cocraBiaser 0,8 cinydaeB Ha 100 ThICSY
HaceJieHusl, a mpeanoiaraemas 3abonaeBaemocts - oT 0,28 mo 1,08 na 100 ThICSY,
TIPU 3TOM, €XKErogHO auarHocTupyetrcs oT 336 mo 1300 HOBBIX cirydaeB, a 10G4-
Cb 3a nocaenuue 20 et ycraHosieHa y 6700-26000 marrento [Umehara H. et
al., 2012]. B napyrom wuccienoBaHuu  SIMOHCKMX  YYCHBIX  yKa3aHa
pacmapoctpanenHocts 1gG4-Ch okoso 6 cayyaes Ha 100 000 nacenenus [Uchida K.
et al., 2012]. 1gG4-Cb BcTpevaeTcsi MPEUMYIIECTBEHHO Y JIMII MYXCKOTO T0J1a, 3a
UCKJIIOYEHHUEM TMOPaKEHUMN TOJIOBBI M IIEHU, NMPU KOTOPBIX MYKYUHBI U KCHIIUHbI
MOpaXaroTCsl MpUMEpPHO onaumHakoBo [Yamamoto M. et al., 2014]. Cpennwmii
BO3pacT K MOMEHTY Pa3BUTHs CHMIITOMATHKH coctaBisieT 5060 net [Wallace Z.S.
et al., 2015], HO y HEKOTOpBIX MAIMCHTOB CHMIITOMBI 3a00JCBAaHUS MOTYT
pa3BUThCS B OoJiee paHHEM BO3pacTe, a MHOT/IA 3a00JIeBaHNE MOKET BCTPEUATHCA
naxke y nereit [Srymosa A.A. u np., 2013; Mannion M. et al., 2011; Laco J. et al.,
2013].

1.2. Tarorene3 1gG4-cBs3anHoi 00/1e3HU

[Ipennonaraercs, uto B nmaroreHeze 1gG4-Cb rnaBuyro posib urpaer 19G4,
OJIHAKO MyCKOBOM MEXaHHU3M MOBBIIICHUS KOHIICHTpAIuu 3TOTO
MMMYHHOTJIOOYJIMHA HE YCTAHOBJIEH, a 3()PPEKTOpHbIE KIETKH OKOHYATEIbHO HE
UJCHTU(DUITUPOBAHBIL..

C tex nop kak H. Hamano ¢ coaBt. [2001] BriepBbi€ BBISIBUIN MOBBIIICHUE
KOHIICHTpAIMU ChIBOPOTOYHOTO [gG4 y OOJIBHBIX ¢ ayTOMMMYHHBIM TTAHKPEATUTOM
(AUIT), Obuto oOmMyOAMKOBAHO OOJBIIOE KOJWYECTBO PadOT C ONHMCAHUEM

Hopame}mﬁ Pa3IMYHBIX OPTraHOB, IIPHU KOTOPLIX TAKXKC OTMCYAJIOCH ITOBLIIICHHAA
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koHeHTpanusi [gG4 B ChIBOpOTKE KpOBHM M MOP(OJIOTHUYECKUE HW3MEHEHU,
CXOOHBIE C BOCHAIUTEIBHO-CKIEPO3HPYIOIIUM MOPAKEHHEM TOJKEITYJOYHON
xene3pl 1npu  AWIL: mioTHeIM BocmanutenbHbll  uHbUIbTpaT U3 IgG4+
mazMatndeckux kietok, CD4+ u CD8+ T-numdoruToB, BeIpakeHHBIA (HUOPO3,
obnmuTepupyronuii ¢piedbutr u GopMUpOBaHHE BOCHATUTENBHBIX MCEBAOOMYXO0JIEH
[Bacunases B.W. u ap.. 2013; Tabata T. et al., 2009; Matsui S. et al., 2013 Aoki S.
et al.,, 2015; Mulholland G.B. et al. 2015]. ¥V manuentoB ¢ AUIl tutp IgG4
3HAYUTENILHO Bo3pacTtaeT u npesbimaet 13,5 mr/mi [Nirula A. et al., 2011; Ngwa T.
etal., 2015].

Knacc antuten I1gG  sBmseTcss caMbIM  pacIpOCTpPaHEHHBIM B
HUPKYJIUPYIOLIEH KPOBH U COCTaBISIET 10 75% BCEX LUPKYJIHPYIOIMIMX AHTHUTEIL.
[lupokasg pacnpoCTpaHEHHOCTh 3TOr0 OelKa OOBICHSIET BBIPAXKEHHOE (POHOBOE
OKpallliBaHUE TMPU HMMYHOTUCTOXMMHYECKOM BBIABICHUU PA3IUYHBIX €T0
noakiaaccoB [Raess P.W. et al., 2015]. U3 uyerbipex moakiaccoB 1gG, campimu
penkumu sBisoTC 1gG3 m 10G4, onm cocraBimsaoT 7% u 4% OT Bcero myia
aaturen 1gG coorBercrBenHo. Ilpu stom konneHtpanus 1G4 B chIBOpOTKe
BeCbMa BapualOellbHA: €ro 3HaueHus koneOmtorcs B mpenenax ot 10 mo 1400
MHUKPOrpaMM Ha MUJITHIIMTP, HHOT 1A gocturast ypoBHs 6osiee 2000 mxr/mi [Nirula
A. et al.,, 2011]. K ocHoBHbIM ocoOeHHOCTSIM 1gG4-anTUTEN, IO CPABHCHHIO C
npyrumu  noakiaccamu  1gG, oTHocAT oTcyTrcTBHE d(deKTa aKTHBAIMU
KOMILIEMEHTA.

HecMoTpst Ha TO, 4TO XOpoIlIO M3BecTHA B3auMOCBs3b |JE-onocpenoBanHoii
amneprun ¢ HanuuueM aHtuten 19G4, xapakrtepuctuku 1gG4 Bce eme
HepocTaToyHO u3ydeHbl. 1G4 yyacTByeT B MMMYHHOM OTBETE MOCPEICTBOM
(bOopMHUPOBaHUS «IBOWHBIX» PEKOMOMHAHTHBIX aHTUTEN IN VIVO 3a cuer oOMeHa
Fab-pparmMenTamu 1BYX aHTHUTEN K Pa3HbIM aHTUTeHaM. [Ipd 3TOM MPOUCXOIUT
3aMeHa TSKEJIOW LENU U MPUKPEIVIEHHON JIETKOM 1enu (MoJIOBUHA MOJIEKYJIbl) Ha
napy TsuKenas-Jierkas 1enb JIPyroil MOJeKyJibl, YTO COMPOBOXKAACTCS MOSBICHUEM
ACUMMETPUYHBIX AHTUTEN C 2 Pa3IMYHBIMU AHTUTEH-CBS3BIBAIOIIUMHU TOYKAMU

[van der Neut Kolfschoten M. et al., 2007]. D10 cBolicTBO, 10 MMEIOIIUMCS Ha
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CCTOMHSIIHUEN JIeHb JaHHBIM, siBisieTcs yHukaiabHeIM [Nirula A. et al., 2011]. U
XOTS Takue MOAU(PUITMPOBAHHBIC aHTUTENA SIBJISIOTCS T€TEPOOHMBATICHTHBIMH, OHU
BEIyT ce0sl Kak MOHOBaJIeHTHbIC aHTUTeNna. Jpyrum acnektrom 1gG4 siBnsiercs ToT
dakt, uro OoH MuUMHKpHpyeT aeciictBue IgG peBmartonmmHoro (hakTOpa MMyTEM
B3aumoieiicteus ¢ 1gG, BeposiTHO, uepe3 FC-omocpenoBanHoe cBs3biBanue [Kawa
S. et al, 2008]. Ilatoreunoe neiictBue |gG4 MoxeT OBITH O0OYCIIOBICHO
HECKOJBKMMH MEXaHW3MaMHu. Tak, Tpu MeMpurouse HMEHHO OOHapyKEHUE
ayTOAHTUTCHOB B Koxe (mecmoryienHoB) 1G4 sBisieTcss MpUYMHOW pa3BUTHS
natojjoruyeckoro mporecca [Ishii K. et al., 1997]. Cambie mnocneanue
WCCJICIOBAHUE CTPYKTYpHBIX nerepmMuHaHT 1gG4-FC yenoBeka ¢ MCIOIb30BaHUEM
KPUCTAJUIM3AIMU TIO3BOJIAIOT TpeAnoiararb, 4ro FC-FC ¢parMeHTbl CXOIHBI ¢
WHTAaKTHBIMA MoJiekyinamMu 1gG4 u MOTyT CIyXUTh TPUYHHONW (HOPMHUPOBAHUS
arperatoB 1G4, koTopble CIOCOOHBI BHI3BIBATH MATOJIOTMUYECKUE U3MEHEHUS JTaXKe
B orcyrctBue antureHa [Davies A.M. et al.,, 2014]. Jlpyrue wucciaenoBaHus
perymsamun 1gG4  mokaseBator, uto 1gG4-Chb  MoxeT OBITH pe3yiabTaTOM
Ype3MEpHON MPOAYKIIMH IMTPOTHBOBOCIIATUTEIBLHBIX ITUTOKHHOB, TakuxX kak |L-10,
KOTOPBIE 3aITyCKAIOT Ype3MepHbIid 0TBeT |gG4-nipoaynupyronux mia3MaTHdecKux
kiaerok [Zen Y. et al., 2007; Miyoshi H. et al., 2008; Koyabu M. et al., 2010;
Kusuda T. et al., 2011]. IIpu 3TOM yBeaHUECHHE HHIYIHUOCIBHBIX per KIETOK
NaMsTH B iepueprudeckoil KpOBH MOJIOKHUTEIBHO KoppenupyeT ¢ ypoBHeM 1gG4 B
ceiBopoTKe kpoBu [Miyoshi H. et al., 2008]. beuto mokaszaHo, 4TO BBIpaKEHHAsS
uHpunpTpanus Tper ycuiubaeT BoipaboTKy |IL-10 B meuenun y manuenTos ¢ 1gG4-
ckiepo3upyronum xonanrutom [Koyabu M. et al., 2010]. DTu naHHBIE MO3BOJSIOT
npeanojaratb, 4To IgG4 wHe sABIAETCSI HH MATOTCHETHYECKUM, HU
npotuBoBocnanuTenbHbiM pakropoM mnpu 1gG4-Ch. Jlng ompeneneHus TOYHOU
poimu 1gG4 ipu 1gG4-Cb HeoOXx01MMO MPOBEICHUE JATBHEHIITNX HCCIIeTIOBaHUH.
HecMoTpst Ha TO, uTO 3TO 3a00yeBaHUE XapakTepuszyercs Hamuuuem |gG4-
MPOIYIUPYIONMINX TUTa3MaTHICCKUX KIECTOK, MMEIOTCS JaHHBIC, MTOATBEPIK/IAIOIINC
BRXXHYIO POJib T-KIIETOK B pa3BuThm 3aboyieBanus [Zen Y. et al., 2007]. Tak, B

nepudepudeckoil kpou nanueHToB ¢ AUII nmoBbII€HO YKUCO aKTUBUPOBAHHBIX
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CD4+ u CD8+ T-mumdonutoB. Umerorcss nanubie 0 ToMm, uto uncio CD4+ T-
AUMQOLUTOB, MTPOAYLUUPYIOUINX Y-UHTEpPepoH B mepudepudeckod KpOBU Y
nanueHToB ¢ AWII HaMHOro BbIllIE, YEM B TPYIIAaX CPAaBHEHUS U KOHTPOJIS, MPU
stoM uncio IL-4-npoaymupytomux CD4+ T-nuMdouToB HE yBETUIHBACTCS.
Xotsi a¢dexropubie kietku npu AWUIl He uaeHTUUIMPOBAHBI, YUCIIO
aktuBupoBanHbix CD4 u CD8 T-nmumdonuroB ¢ ramiotunom HLA-DR B
nepudeprUIecKol KpOBH U B TKAHU TMOHKEITyI0YHON xene3nl nmarueHToB ¢ AUI
sHaunTenbHO noBbiieHo. B 2001 rogy K. Okazaki ¢ coaBT. coOOIIMIIN, YTO YHCIIO
CD4+ T-kneTok, NpoayLHpYyIOIUX HHTEPPEPOH-TaMMa B TepUPEeprUIECcKOil KPOBU
U UX YPOBEHb CEKPEIMM HAMHOTO BbIle y nanueHToB ¢ AUII, yem B KoHTpOIIE,
torna kak uucio wuHtepieiikun (IL)- 4 mpoayuupyrommx CD4+ kiertok y
nanuerToB ¢ AUII ne Beipactaer [Okazaki K. et al., 2001]. HatuBubie T-kieTkn
nuddepeHIMpyTcss B OAMH M3 4YeThipex 3ddekTopHbix T-xemnepor: Thl, Th2,
Tper (perynsropubie T-kietku) u Th17. U3BecTHO, uto Thl KiIeTKH OTBEYarOT 3a
B3aUMOJICHCTBHE C BHYTPHKJICTOYHBIMH OpPraHM3MaMH, a [Nh2 o0ecreYnBaroT
IryMOpaJbHbI OTBET MPOTHB BHEKJIETOUHBIX MaTOreHoB. [Ipu MMMyHOIOTHYECKH
OMOCPEIOBAHHBIX 3a00JIEBAHUSIX YacTO JOMUHUPYET OJUH WM Oojee U3 ITUX
noaTunoB T-kierok: mpu Oosesan Kpona mpeobmamaer Thl Tun. B otnuune ot
storo, 1gG4-Cb xapaktepusyercs Th2 OTBETOM M MOBBIIICHHEM 3KCIPECCHH
UUTOKUHOB, AaCCOLIMMPOBAHHBIX C Th2: wunTepneiikun-4, WHTEPIICHKHUH-5,
UHTEpJIeUKUH-10 u  uHTEepneikuH-13. DT  HUHTEPIEHKUHBI, OCOOEHHO
WHTEPJIEUKUH-5, OTBETCTBEHHBI 3a 303MHOMUIIMIO, COMPOBOXKAAIONIYIO JIaHHbBIE
cocrostaust [Uchida K. et al., 2018].. Kpome Toro, M. Akiyama c coast. [2018] B
UCCIEMOBAHUM 1IN VItr0  MOKa3ajdW, 4YTO CTUMYJSAIHUS  MOHOHYKJIEapOB
nepudepruueckoil KpoBH, B3AThIX OT MAIlMEHTOB ¢ pa3BepHyTol craguei 1gG4-Chb,
nyrem BBeneHus B cpeny MIJI-4 u WNII-21 conmpoBoXnaeTcss NOBBILIEHUEM
BeIpaboTKH mMu Kak IgG, tak u IgG4. A.F. Karim ¢ coasr. [2018] BbIsBMIH
MOBBIIICHHBIH ypoBeHb SIL-2R B chiBOpoTKE KpOBM y MallMEHTOB C aKTHUBHOW U
HeneueHHoU ¢opmoit 1gG4-Chb. ABTOpsl Takke YCTaHOBWJIM, UYTO CHU)KCHHE

ypoBHsl SIL-2R mocne nedeHuss koppenupyeT ¢ KIWHUYECKUM YIYYIICHHUEM Y
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nanueHToB ¢ 1gG4-Ch, u mosToMy MOET HCIONh30BaThCA B KaueCTBE MapKepa
OTBETa Ha TEPAIHIO.

Hpyrum xapaktepHbiM usMmeHennem npu 1gG4-Cb saBnsercss axTuBanus
peryisatopabix 1 (Tper) KieTok. OTH pEryJIsATOPHBIC [-KICTKH SIBIISFOTCS
uctounukom TGF-beta, Genka, crumynupyromero ¢Gpuopo3. MexaHu3M pa3BUTHS
obnurepupyromiero ¢giaedoura ocraetcs HeusBecTHbIM. [Iponykmus 1gG4 3aBucur
or muTokuHoB Th 2 tmma 2 (IL-5 u IL-13) [Aalberse R.C. et al., 2009], a
perynsitopHbie TUTOKUHBI TUMA |L10 HeoOXOAMMBI JJ1s1 KJIACCUYECKOTO BKIIFOUEHHUS
u nponykiuu lgG4 [Satoguina J.S. et al., 2005]. U3BectHo, uTo mpoaykmus 1gG4
ctumynupyercst CD4+ T-numdonuramu (nurokuHamu Th2) u peanusyercsa nytem
B3aUMOJICUCTBUS MHTEpJieknHa 4 ¢ HaTUBHBIMU B-mumdonuramu. BrickazaHo
npeanoioxenue 06 yyactuu B natoreHeze AWMII Thl wmm Th2 ayrommmyHHBIX
peakuuii [Okazaki K. et al., 2000; Zen Y. et al., 2007], onnako mpeobiaganue Th2
U PETYJISITOPHBIX UMMYHHBIX PEaKIMil HE UCKIIOYAET y4acThsl B €€ MaToreHe3e U
ameprudecknx Mexanm3moB [Ito S. et al., 2012]. Kpome 3Tor0, yCTaHOBIEHO, YTO
koHuentpanus 1gG4 noseimieHa y 5% kinHAYeCKH 310poBbIx smoaeit [Nirula A. et
al., 2011].

[TosiBnsitomuecss B JaUTEpaType MyOJUKAIMK 00 YCHENTHOM MPUMEHEHUU B
neuennn [gG4-cBA3aHHBIX TOPAKEHUW PUTYKCMMada, MOATBEpKIaeT poib B-
KJIETOYHBIX JIMHUK B maToreHese 3toro 3aboneBanus [Almeqdadi M. et al., 2018;
Uchida K. et al.,, 2018; Xiao X. et al., 2018]. HakamnmmBaromuecss JaHHBIE
yKa3bIBalOT, 4To KJIeTku B mouen cmocoGctBoBaTh pazButuio 1gG4-Chb uepes
MHOKCCTBEHHBIC MEXaHHM3MbI, KOTOpBIC BKJIIOYAlOT Mpou3BojacTBo 10G4 wu
aAyTOPEAKTUBHBIX AHTUTEN, aKTUBAlMA T-KJIETOK W TOJApU3AlMs, ¥ UMMYyHHas
pEeryJIMpoOBKa IyTeM IPOM3BOJCTBA CEKpETOpPHBIX IMTOKMHOB [Xiao X. et al.,
2018].

[Tomumo 1gG4-CBb, nossimienue 1G4 mMomoKUTENHHBIX KIETOK OTMEYACTCS
IpU  aJUIEPTUYCCKUX 3a00JICBaHUAX, IMAPa3UTAPHBIX HWHOEKIUAX, a TaKkKe Y
MAIMEHTOB, MOJYYaINX UMMyHOTepanuto. OMHaKo, B TIOCIEIHEE JCCITHICTHAC

YCTAaHOBJICHBI U JPYIruc 3360JI€B8,HI/I$I, COIMPOBOKAAOIMIMECS IMOBBIICHUEM YPOBHS
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IgG4, a Taxke yBenmuuenueM konmdectBa 1G4 momoXUTENBHBIX TIa3MaTHYECKUX
KJIETOK, U 3Ta KOTOpTa BKJIIOYAETCS OOJIBIIOE YHCIIO 3TI0KaYECTBEHHBIX OIMyXOJIeH
[Strehl J.D. et al., 2011; Ebbo M. et al., 2012], npu 3>ToM yCTaHOBJICHBI JBa
HEonpoBepKUMBIX (hakTa: 1) B Oworncusx ot manueHToB ¢ 1gG4-Ch, 3a peakum
UCKIIIOUEHHUEM, BBIsIBIIsIETCA OoJblioe  KojudecTBO 1G4  monoKuTeIbHBIX
Ia3MaTUYecKux KieTok, 2) y mun ¢ 1gG4-Ch BeicOKHil MPOIEHT JIUMQOIMUTOB,
Hecynmx 1gG, senstores 1gG4 nonoxurensabivu [Della-Torre E. et al., 2015].
Jlabopatopubie uccnenoBanus npu AUII BeISIBASIOT NOBBILIEHHBIN YPOBEHb
ChIBOpOTOYHOro riodynuHa, IgG, 1gG4 u IgE; ypoBeHb nakTataeruaporeHassl
OOBIYHO HE BO3pPACTACT, YAaCTO OMPEIACIICTCS HU3KAWA THUTP ayTOAHTUTEN
(antunykieapusie AT, peBMatouanbiid gakrop). [lpu 3ToM, cam no cedbe BbICOKUI
ypoBeHb 10G4 B mazMe KpoBU HE sBisieTcs crienuduaeckum npusHakom AU,
MOCKOJIbKY ~ OTMEYEH TMpu  IIJIOM  CHEKTpe 3a00JIeBaHHWM:  MEPBUYHOM
CKJIEPO3UPYIOIIEM XOJIaHTHTE, BaCKYJIUTE, aCCOIIMMPOBAHHOM C
AaHTUHEHUTPO(DUILHBIMU aHTUTEJIAMH, PEBMATOWIHOM apTPHUTE, BOCIAIUTEIHHBIX
3a00JIeBaHUSAX KHIIKH, pUHOCHHYCUTE, Oosie3Hu Pozau-Jlopdhman, miazmonuTome
KOXkH 1 ayroumMMyHHOM Tractpute [Richter J.T. et al., 2010; Tenny S.O. et al., 2011;
Yamamoto M. et al., 2012]. IIpu sTux 3a00yIeBaHUSAX, HECMOTPS Ha MOBBIIICHHUE
konuuectBa [QgG4+ mumasmMaTHUeCKUX KIETOK, HE OOHApY>KHBAIOT APYTHX
xapakTepHbix nmpuzHakoB AUIL, B Tom yucie U XxapakTepHbIX MOP(POIOrHYECKUX
u3MeHeHuil. TakuMm 00pa3om, BBISBICHHUE OJHOTO TOJBKO TOBBIIMICHHUS YHCIIA
IgG4+ mma3mMaTHYECKUX KJICTOK HE SBISETCS TOCTATOYHBIM OCHOBAaHHUEM JUJIS
MMOCTAaHOBKHM nuarHosza AUII.
HenaBHo ObL10 MOKa3aHO HAIMYME aHOMAJIBHOTO BPOKICHHOTO UMMYHHUTETA
y HekoTopbiX manueHToB ¢ 1gG4-Ch [Watanabe T. et al., 2012]. AxkruBaruss NOD-
2 u nuranpaa toll-like-perienropa (TLR) Ha MoHOIIMTAX MK Ga30oduiax MalMEHTOB
c 1gG4-ceazanapim  AUIT ycwmmBaer 1gG4 otBer wuyepe3 B-kierounsiii
aktuBupytomuii pakrop (BAFF) u IL-13 [Watanabe T. et al., 2012; Watanabe T.
et al., 2013]. IIpu sToM, B TKaHHW MOJKENyA0YHOU >xene3bl pu AWII 1 Thma

oOHapyXuBaeTcsi BblpakeHHas uHpuiIbTparus TLR-7 mnosutuBHbiMu M2
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makpodaramu [Fukui Y. et al., 2015]. B sacniepuMeHTaIbHON MOJIEIIH Ha YKHBOTHBIX
noka3aHo, 4yro aktuBamms 1LR3 (polyinosinic:polycytidylic acid) mmu TLR4
(LPS) mMoxeT MHAYIUpOBaTh KMYHHO-OIIOCPEIOBAHHBIN XOJIAHTUT, MTAHKPEATUT U
cuanageHut, cxomnble ¢ 1gG4-Chb y denoseka [Yamashina M. et al., 2012].
Yanagawa M. ¢ coaBt. [2018] Takxke mokaszamu, yTo ctumyisuus |LR2 w/unmm
TLR4, xoTopble 3KcIpeccupyrorcs OazoduiamMu B TOMHKEITYJOYHOM HKenese,
aKTUBHPYIOT 0a30(UiIbI B meprudepruaecKoil KpoBH.

VY narmuenToB B aktuBHOM ctagun AWII nHOrMa 0OHApYKUBAeTCsl YTHETECHUE
cuctembl KomrummMmenTa (C3, C4) ¢ MOBBIICHHEM ITUPKYJIUPYIONTNX UMMYHHBIX
KOMITJIEKCOB, a Tak)Ke MOBBIIeHUE ypoBHS 1G4 B CBIBOPOTKE KPOBH M MOIKIIACCOB
9G4 ummynHbIX KomIniekcoB [Muraki T. et al., 2006]. Opnako, 6ojee paHHHE
WCCIICOBAaHMs TOKasanu, 4ro npu B pasutun AUIl moxer umers MecTo
KJIACCUYECKUM MyTh aKTUBAIIMK KOMIUTUMEHTa nocpenctsoM IgGl, B oriauune ot
MaHHO030-CBS3BIBAIOIIETO JICKTUHHOTO WM albTepHATUBHOrO TmyTei yepe3 1G4
[Muraki T. et al., 2006].

Penko y maruentoB ¢ 1gG4-Ch onpenensitorcs HecnenupuieKcue aHTUTENa,
Takue Kak aHTuHykKJIapHbie. C Touku 3penust Gyaknun 1G4, octaeTcs HESICHBIM
apigercsi g 1gG4-Chb ayTOMMMyHHBIM WM aJUIEPTHUYECKUM  3a00JI€BaHUEM.
HecmoTpst Ha TO, uTOo crnenuduyeckue JUisi TaHHOTO 3a00JIeBaHUS MUIICHU
HEW3BECTHBI, YaCTOE COYETAHHOE TOPAKCHUE HECKOIBKUX OPTaHOB ITO3BOJISCT
Mpeanojaratb HaJu4ue OOIUX AHTUTEHHBIX MUIIEHUN B MOPAXKEHHBIX OpPTraHax,
OCOOCHHO B  TOKENYAOYHOW  JKelme3e, UYTO  OOBSACHSIET  BBICOKYIO
pacopocctpaneHocts AUIIL. Cpeaun Takux npeanosara€Mblx aHTUTEHOB PaHEe yiKe
obutn ommcansl nakrodeppun [Okazaki K. et al., 2000; Uchida K. et al., 2000],
kapooanruapasza |l [AparisiL., 2005] u IV tumos [Nishimori I. et al., 2005] u
UHTHOMTOp TMAaHKPEATHYECKOro CEKPETOPHOro TpHUIICHHA (pancreatic secretory
trypsin inhibitor (PSTI) [Asada M. et al.,, 2006], koTopblie JOKaIU3YIOTCSA B
MO/DKETYIOYHON  JKeje3e, CIIOHHBIX JKesle3ax, JKeMYHBIX IPOTOKAax, JIETKHX,
MOYSYHBIX KaHaJbIlaX W Apyrux opranax [TaniguchiT., 2003]. Mmmynuzanus

HOBOPOXKXACHHBIX MBIIIEH  TOCHE TUPECOUADKTOMUU JI&KTO(I)eppI/IHOM NI
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kapOoanruapazoit Il Tuma  compoBOXHAeTCS  pa3BUTHEM  IMaHKPEATHTA,
CHAJIaJICHUTA, XOJIAHTUTA U WHTEPCTUITMATHPHOHO He(pHUTa, CXOMHBIX C TAaKOBBIMHU
npu 1gG4-Cb y uenoseka [Uchida K. et al., 2002]. Kpome Toro, BO3MOKHBIMHU
aHTUTEHAMH, CBs3aHHBIMU ¢ pa3ButueM |gG4-Chb saBnstorcs anbda ammiaza 2A
[Endo T. et al., 2009], 6enox TermtoBoro moka 1 ¢ maccoBoi moneir 10 kDa
[Takizawa S. et al., 2009] u Helicobacter pylori [Maes U.B. u np., 2015;
Kountouras J. et al., 2005; Frulloni L. et al., 2009]. Heo0xoaumMo0 OTMETHTH, YTO
OTMEYAeTCs] YPE3BBIYAHO BBICOKAS AaCCOIMAIMS TOPAKCHUN TOHKETyT0YHOM
JKele3sl U keTdHbIX mpotokoB mpu 1gG4-Ch [Ohara H. et al., 2012; Kawa S. et al.,
2014]. YV dyenoBeka NEPUIIPOTOKOBBIC JKEIE3bl KCIYHBIX IMPOTOKOB M KEJIC3bI
MAaHKPEAaTUYECKOTO MPOTOKA, CBSA3aHHBIE C MPOTOKAMH MOJKETYIOYHOU >KEJe3bl
nepeMeranpl ¢ HEOOJBIIUM  KOJWYECTBOM  OK30KPHUHHBIX  AIlMHYCOB
noprenyaouHoi skene3bl [Nakanuma Y., 2010], npu 3TOM U KETYHBIC MPOTOKH
SBJISIOTCS. ~MCTOYHUKOM  CTBOJIOBBIX  KJIETOK BO BpeMsl  OpraHoreHesa
OJKEITYTI0YHOM JKkene3nl y Mblmedt [Wang Y. et al., 2013]. B cBs3u ¢ atumMm, Y.
Nakanuma c¢ coaBT. HpEJIOKWIA HOBYHO KOHIICHIIHIO «3a00JIcaHHE >KETUHBIX
MyTe C aHAJOTUYHBIM TIOPAKEHUEM IOHKEITYJOYHON JKele3bl», MPU KOTOPOU
muteHssMu nipu AUIT 1 tuna u 1gG4-cknepo3upyromiemM XoJIaHruTe MOTYT ObITh
MEPUIPOTOKOBBIE JKENE3bl BOKPYT IKETYHBIX M TAHKPEATHYECKUX TMPOTOKOB
[Nakanuma Y. et al., 2014].

ITo Mepe HakoruleHHST JaHHBIX 00 OCOOCHHOCTSIX KIMHUYCCKOW U
Mopdomnoruueckoir kaptuHbl AWII ObLI0 yCTaHOBJIEHO, YTO 3TO 3a00JEeBaHUE
JIOCTAaTOYHO YacTO COIMPOBOXKIACTCS BHEMAHKPCATHYCCKUMHU IPOSBICHUSMU,
TakuMu Kak (ubpo3, mmiasmonurtapHas wuHbunsTpamnus, Ooraras 1gG4-
MO3UTHUBHBIMH TIJIa3MATHUYCCKUMU KJIETKAMH M OOJIUTepUPYIOMUA QIeduT Apyrux
opraHoB. Mopdornorndeckne W3MEHEHUS B TMOPAKECHHBIX OpraHaX M TKaHSIX B
TOYHOCTH BOCIIPOW3BOJMIM TAaKOBBIC, OMHCAHHBIE B TOJDKEITYJOYHON IKejese,
OJTHAKO ¢ HEKOTOPBIMU OPTaHO- U TKAHECTICITU(DUICCKUMH PA3THIUSIMHU.

Kpome Toro, ObI710 BBISICHEHO, YTO TAaKUE CYUTABIIHECS CAMOCTOSTEIHHBIMH

3a0oseBaHus, Kak OoJe3Hb MuKynuya, omyxoijib KroTHepa, MynbTU(OKaIbHBIN
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¢ubpockiaepo3 u HS03MHOPWIBHBIN aHTHOIEHTpUUYEeCKHil ¢ubpo3 obmagaroT
cxogabiMu ¢ AUIT maTomMophoIorudecKkuMyu U3MEHEHUSMH M XapaKTEPHU3YIOTCS
BbICOKHM ypoBHeM 1G4 B TKaHAX W/WIK TJIa3Me KPOBH, a TAK)KE TOJIOKUTEITHHO
OTBEYAIOT Ha TOPMOHAIBHYI0 M MIMMYHOCYIIPECCHBHYIO Tepanuio [Yamamoto M.
et al., 2005]. Dtu ¢akThl MO3BOJWIM MPEANOJIOKUTh CUCTEMHBIH XapakTep
OMMCaHHOTO 3a00JICBaHUS, @ CaMbIMH BECOMBIMH apTyMEHTaMHU B TIOJB3y 3TOTO
CTaJii HAOTIOJNEHUS AaCCOIMUPOBAHHBIX C AyTOMMMYHHBIM TIaHKPEATUTOM
BHEIMAHKPEATHUECKUX OYaroB CO CXOJHBIMH HM3MCHCHHMSIMH W WHQUIbTpaTaMu
IgG4+ mnasmatnueckux kiaeTok [Takuma K. et al., 2010; Detlefsen S., 2013].
Hepenko oHM pa3BuBalOTCA y TAlNMUEHTOB 0€3 TMPU3HAKOB MOpaKEHUs
MOJ/KENTYIOYHON sKkene3bl. Yaie Apyrux BBISBISETCS TOPAXEHUE CIE3HBIX U
CIFOHHBIX Kejle3, JHMMQPATHISCKUX Y3JIOB, JETKUX, JKEIYHBIX TIPOTOKOB,
3a0promMHHOTO TpocTpancTBa u nmouek [Cheuk W. et al., 2008; Fujimori N. et al.,
2013; Furukawa S. et al.,, 2015]. K peakum mnposiBJIeHHSAM OOJE3HH OTHOCST
ckiepo3upyronmii xonenuctuT [Mapaenko A.A. u ap., 2009; Takahashi K. et al.,
2015], ayroumMmyHHBIH ckiepo3upyronmii renatut, 1gG4-cBsi3aHHBIN MPOCTATHT
[Nishimori I. et al., 2007], ¢bu6Gpo3 HIUTOBHIHON >KEJIE3bl, CUMYJIUPYIOIIHI 300
Punens, 1gG4-cBsa3annbiii ckieposupyrommii mactut [Schiffenbauer A.l. et al.,
2012], 1gG4-cBsazannbliickiaepo3upyromuii naxumenuarut [Wallace Z.S. et al.,
2013]; wexoTtopwle T.H. TceBAOaUMGOMBI KOXH (B-KileTouHyro IuMQpOHIHYIO
TUIIEpIIa3uio) U auMQoMaTOUaHbIN TpaHyneMaTo3 [Sato Y. et al., 2010], 1gG4-
CBSI3aHHYIO BOCTAJIUTENIBLHYIO aHeBpH3My OpromiHoi aoptel [Raparia K. et al.,
2013]. Hwmxe moapoOHO pacCMOTPUM  OCHOBHBIE — OparHoCHeupUICCKUe
nposisienns 1gG4-Chb.

1.3. Opranonarosorus IgG4 —cBs3anHo# 00/1€3HU

AymoummyHusii nankpeamum (AUII)

AMUII »10 ocobas hopma XpOHUUECKOTO MTAHKPEATHUTA, XapaKTePU3YIOIIAsICS
HaJIMYMEM ayTOMMMYHHOTO BOCHAJIMTEIIBHOTO MpOIleCCa W CBSI3aHHBIX C HUM
y370BaThiX (UOPO3HBIX HW3MEHEHUN MMAPEHXUMBI TMO/KEITYIOYHOU KEIJIe3bl,

BBI3BIBAIOIIUX HapymieHue ¢yHkiuu 3Toro oprana [[Ilerone A.W. u ap., 2008;
24



Zamboni G. et al., 2004; Shimosegawa T. et al., 2009]. 3a npormenmme roapl AJIs
0003HAaUEHUs HSTOW TMATOJOTHH OBUI0O TIPEMJIOKEHO MHOMXECTBO TEPMHUHOB.
HexoTopsie U3 HIX WHTEPECHBI KaK ¢ HCTOPUYECKOM, TaK M C MPAKTUYECKON TOUKU
3peHUS M JO0 CUX TOp BCTPEUAIOTCS B HAYYHOH JUTEpaType: HEAIKOTOJbHBIN
IPOTOKOBO-JCCTPYKTUBHBIM XpoHHUecKuil maHkpeatut [Kawaguchi K. et al.,
1991], numdormazMOUUTAPHBIA CKICPO3UPYIONIUNA MAHKPEATUT C XOJAHTHUTOM
[Ectors N. et al., 1997], xponudeckuii ckirepo3upyromumii nankpeatut [Sood S. et
al.,, 1995], mcesmoomyxoisieBbiii mnankpearur [Kodama T. et al., 2003] u
XPOHHYECKHI MaHKPeaTuT ¢ cyxerneM npotokos [Wakabayashi T. et al., 2006].

AUIlI -  pgocratouHo  peakoe — 3a0ojieBaHHME,  €ro  HUCTHUHHAs
pacnpoctpanenHocts He m3BectHa. Kim K.P. ¢ coasrt. [2004] cooOmiaiorT o ToM,
YTO JaHHOEe 3a00JIeBaHUE COCTABIAET 5-6% cpeau Bcex CIIydaeB XPOHHYECKOTO
nankpearuta. CoriiacHO JaHHBIM JIPYroro uccienoBanus, rnposegaeHHoro B CIIIA
B 2003 roxy, 11% mnanuentoB (27 u3z 254) ¢ XpOHUYECKUM MAHKPEATUTOM OBbLI
nocraBiaeH auarHo3 AMII Ha oOCHOBaHMM  JAHHBIX THUCTOJIOTUYECKOTO
uccnenoBanust  [Pearson R.K., 2003]. KnuHuueckue u OHOXMMHYECKHC
ayTOMMMYHHBIC ~ MapKeppl TMPUCYTCTBYIOT y 40% manueHToB ¢  T.H.
uaronatnyeckuM naHkpeaturom [Nahon Uzan K., 2005]. Bospact mnamueHTOB
BapbUpYyeT B IIUPOKUX MpE/esiax, OJHAKO OOJIBIIMHCTBO M3 HUX crapiie 50 Jer.
[Tpu sTOM cpenHHUiI BO3pacT MAIMEHTOB cocTaBisieT 56 ymet [Zamboni G. et al.,
2004, Yadav D. et al., 2003]. [To gaHHBIM SITOHCKHX HCCIIEAOBATENCH, CpeIHUI
BO3pacT MAI[MCHTOB HeCcKoJbko Bhimie — 68,5 mer [Kamisawa T. et al., 2003].
KpaiiHe peako OnMMChIBAIOTCS CITydad JaHHOTO 3a0o0ieBaHus y Jrojaei Monoxe 30
aer. Cpenu OOJIBHBIX HE3HAYUTEIBHO MPEOOIaMar0T JIMIa MY)KCKOTO TI0Jia
[Zamboni G. et al., 2004; Yadav D. et al., 2003; Weber S.M. et al., 2003].

Emé B 1995 roay K. Yoshida ¢ coaBt. onpenenuau 11 xapakTepHBIX IS
AUIl mnpu3HAKOB, TaKkWe Kak THIEPTaMMAarIOOyJIMHEMHs, ayTOaHTHTEa,
muhpy3HOEe yBETUUCHUE TIOKEITYIOYHON IKeJe3bl, HEPAaBHOMEPHOE CY)KEHHE
TJIABHOTO MAHKPEATHYECKOTO MPOTOKA, CTEHO3 JKEITYHOTO MPOTOKA (MEXaHUYEeCKas

xKenTyxa), ruMdoruiazmorutapaas HHGUIbTpauus ¢ GuOpo3oM, HAIMYUE APYTHUX
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ayTOUMMYHHBIX 3a00J€BaHUN, YMEPEHHO BBIPAKEHHbIE CUMIITOMBI (0OJIb B
OpIOILITHOW TOJIOCTH) WM MX OTCYTCTBHE, OTCYTCTBHE KAJIBIIMHATOB WJIA KHCT B
HOJDKEITYIOYHON KeJle3€ M XOPOIIMKA OTBET Ha KOPTUKOCTEPOMIHYIO TEPAIHIO
[Yoshida K et al., 1995].

JlaHHble OOJIbILIEN YAaCTH COBPEMEHHBIX MCCIEA0BAHUN CBUETEIBCTBYIOT 00
ayroummyHHo# mpupone AWII [Eropo B.M. u ap., 2008; AparisiL., 2005;
DavidsonT.S., 2005; Vasile D. et al.,, 2013]. Kak u apyrue ayTOMMMYyHHBIC
3aboneBanus, AUII yacto coderaercs ¢ peBMaTOMAHBIM apTPUTOM, CHHAPOMOM
Sjogren u BoCIaIUTEILHBIMEU 3a00JieBaHUSAMU ToJIcToW KuIiku. [Ipu AWII gacro
OOHapyXUBAIOTCS Pa3HOOOpa3HbIE ayTOAHTHUTENA, TaKUE KaK aHTHUTENIa MPOTHUB
kapoorunpassl Il u sinepHoro antureHa, Bbicokass koHueHTpauusa [gG4B minaszme
KPOBH, OJIMTOKJIOHAJIBHBIM THUIl IEPECTPOMKM TeHa T-KJIETOYHOIrO penenTopa
ramma. Kpome Toro, 3abojeBaHME XOpOIIO OTBEYAEeT Ha  TEparuio
KopTukoctepousamu. S. Kawa c¢ coat. [2002] BeisBuiu cBszb AUIIL ¢
rarotuniom DRB1*0405-DQB1*0401 HLA B simoncko# momynsinuu. [Ipusnaku
UMMYHOJIOTHUECKUX Ne(EeKTOB, TaKhe Kak TurepramMmmaryioOyJInHeMus, BBICOKHE
ypoBHU Tuia3MeHHoOro 1G4 u Hanmume aHTHTEen K KapOoanruapaze |l tuma u
JakTOQeppuHy — Ba)KHbIE MapKepbl 3Toro 3aboneBanus. OIHAKO, B HACTOSIIEE
BpeMsl OY€Hb HEMHOIO€ M3BECTHO O €ro mnaroreHese. Tak, HESICHBIM OCTaeTCs
BOIPOC, KAKUM 00pa3oM ayTOMMMYHHBINA MPOLECC 3ayCKAETCsl B MOIKETYI0YHON
XKese3e U ToueMy OH 00BIYHO uMeeT (PoKalbHbIN, a He AU y3HBINA XapakTep, KaK
IPU MHOTHUX JIPYTUX ayTOUMMYHHBIX 3a00JIeBaHUSX.

Juarnoctuueckue kputepuun AUWII paspaboransr Japan Pancreatic Society
[Kamisawa T. et al. 2010] u Bx;IrOUaKOT:

1) muddysnoe wumm nokaneHoe yBenuueHue IDK mno npanweim KT
muddy3HOe MM CErMEHTapHOE  HEpPaBHOMEPHOE  CY)KEHHE  TJIaBHOTO
NaHKPEaTUYECKOTO MPOTOKA;

2) mnoBbllieHHEe YypoBHS chiBopoTouHoro 19G w/mnmu 19gG4, Hanuume

ayTOAHTUTEN;
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3) rucronoruueckue u3MeHeHus: @GuOpo3 M JIUMPO-TUIa3MOKIETOUHAS
UHOUIBTpAIUS;

4) cBi3b C JpyruMu  (BHEMAHKPEATHUYECKUMHU)  ayTOMMMYHHBIMU
3a00JIEBaHUSMU U TOJOXKUTEIBHBIN OTBET HA TEPANUIO KOPTUKOCTEPOUIAMHU.

Kpome Toro, aBTOpbl NOMYEPKUBAIOT, UTO BaXHYIO, €CIU HE
OTNpeeNsIonyt0, pojib B auarHoctuke AWII wurparoT mnaTorucToiorudyeckue
MU3MEHEHUS TKaHU JKEIEe3bl.

B naronoruueckuit nporecc npu AUII moxeT BoBiekaTbCa BCS MapeHXUMaA
JKeJe3bl, 0JIHAKO Yallle Topa)kaeTcs ToJbko ee royioBka [Yoshida K. et al., 1995;
Saito T. et al., 2002; OkazakiK. et al., 2001; Kamisawa T. et al., 2003]. IIpu
MaKpOCKOIIMYECKOM HCCIIEIOBAHUM JKejle3a YBEJIMYEeHAa 3a CYET OOBEMHOIO
oOpa3oBaHMsi 0€3 UYETKUX TPAaHUIl HE BUIUMOTO HEBOOPYKEHHBIM B3TJIIOM,
OJTHAKO XOpOWIO Nanbnupyemoro. HecMoTpss Ha omyXxonenomoOHBIM XapakTep
AWNII, y371bl UM YETKO OYEPUYEHHBIE MACChl B TKAHU MOKETYJOUHOU JKeJe3bl IPU
MaKpPOCKOITUYECKOM HCCIIE0OBAHNN OTCYTCTBYIOT. Ha momepeuHsIx cpe3ax B TKaHU
xKenesbl ompenenserca (QUOpo3 MapeHXUMbl C YACTUYHBIM  COXpaHEHHEM
JOJLKOBOM  cTpykTypbl oprana [KawaguchiK. et al., 1991]. Pesexkuus
nopKenynouHon xkene3bl npu AWIT moxer ObITh 3aTpyJHEHA U3-32 BBIPAKEHHOU
NepUIIAaHKPEaTHUECKOW BOCHANUTENbHON peakuuu U ¢ubposa [Hardacre J.M.,
2003].

Baxueimmmu 1 Haubosee TUMUYHBIMU THCTOJIOTUYECKUMHU H3MEHEHUSIMU
npu AMUIl sBasioTcs TUIOTHBIE JMM(O-TUTa3MOKIIETOUHBIE WHMUIBTPATH B
NMapeHXUMe Kelle3bl ¢ HaaudueM 30H ¢udpo3a, a TakKke OTCYTCTBUE M3MEHEHHIA,
XapaKTEepHBIX JJII XPOHUYECKOIO aJKOTOJIbHOTO MaHKpeaTuTa. BocmanmutenbHbie
WHQUIBTPATBI, PACIONOKECHHBIE BOKPYT KaK MEJNKHX, TaK U KpPYIHBIX
BHYTPHUOJIBKOBBIX MPOTOKOB SIBJSIIOTCS OJHUM U3 KIIIOUEBBIX TUATHOCTHUECKHUX
npusnakoB AUII [Zamboni G. et al., 2004; Kawaguchi K. et al., 1991; Ectors N. et
al., 1997]. HecmoTps Ha Halnuue UMHPUIBTPALMU CIU3UCTON 000JIOUKH MPOTOKOB
AUMQPOLUTAMHU, OTCYTCTBYIOT MPHU3HAKUA BBIPAKEHHOTO TMOBPEXKICHUS SIUTEIHS.

[lepunpoTrokoBbIe UHOUIBTPATHI IPE/ICTABICHbI MPEUMYILIECTBEHHO
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AUMQPOLUTAMH, YacTO (POPMHUPYIOMIMMHU (DOTITUKYIBI C LEHTPAaMH Pa3MHOXKECHUS.
Takke gusa  AWIl xapakTepHO HalWyue IUIOTHBIX  IJIa3MOKJIETOYHBIX
UHOUIBTPATOB C MPUMECHIO €AMHUYHBIX 303UHOMUIBHBIX JeikonuToB. KapTtruna
MOBPEXKICHUS MMPOTOKOB JKEJIE3bl CXOJHA C TIOPAXKEHUEM KEITIHBIX MPOTOKOB TPU
NEePBUYHOM OWIMapHOM 1uppose. Hanmuuwe TUNMMYHBIX WHQUIBTPATOB YAaCTO
MO3BOJISIET YCTAaHOBUTH OKOHYATEJbHBIA JUArHO3 YXKE€ TpU TMPOBEIACHUU
TOJICTOUTOJILHON OMOTICHH Kelie3bl. BocmanmurensHbie HHOUIBTPATH ¢ HATHYHUEM
¢budpobiactop w/miam MUoUOpPOOIACTOB YACTO CIMUBAIOTCS MEXIYy COOOH ¢
BOBJICUCHHEM B TATOJOTHUSCKHI MPOIECC MEPUITAHKPEATHICCKUX MIATKUX TKaHEH
[Zamboni G. et al., 2004; Uehara T. et al., 2014].

[Monynsauust AUMGOIMTOB MPEUMYIIECTBEHHO MpeJcTaBlieHa T-KiIeTKaMu,
OJTHAKO TPAKTUYECKH BO BCEX CIyYasX Cpeau HUX OOHApYKHBAIOTCS U B-KieTkw.
bonpmuuacTBO TuMdonmToB sBisitorcss CD4-no3utuBHbIMU (55%), TeM HEe MeHee
HEKOTOpbIE aBTOPHI YKa3bIBAIOT, YTO Mpeodajaromeil Momysiuend sSBISIOTCS
CD8-nosutuBubie T-mumdonuter [Uchida K. et al., 2000; Hirano K. et al., 2003;
Ectors N. et al.,, 1997]. YcraHoBineHO, YTO ITUTOKUHBI, TpOAylnHpyembie T-
JUM(OITUTAMH, BBI3BIBAIOT AHOMAJBHYIO aOCPPAHTHYIO OJKCIIPECCHUI0 MOJCKYIT
HLAII kmacca kinerkamu mpoTokoBoro snutenus [Tanaka S. et al., 2000; Ohana
M. et al., 1998].

BryTtpunporokoBas HeHTpodwibHas WHOUIBTpAIMS BCTpEYACTCS HE BO
Bcex ciydasix AUII, onHako ee HaTMYME YacTO COUETACTCA C I3BEHHBIM KOJIUTOM Y
JTAHHOT'O MaIlMeHTa WK Pa3BUTUEM YKa3aHHOTO COCTOSIHUS B OynyiieM [Zamboni
G. et al, 2004]. IlepumpoTtokoBass W BHYTPUIIPOTOKOBASI BOCHAJIUTEIbHAS
UHOUIBTpAIUS HEPEIKO COYETACTCS C BHYTPHUIOJIBKOBBHIMH BOCIATUTEIHHBIMU
uHUIbTpaTaMu. B Takux ciaydasx OTMEUaeTCs 3HAYMUTEIILHOES CHIDKCHHE YHCiia
aIlMHYCOB B JIOJIbKE, YTO SIBIISIETCS CJIEACTBHEM KaK OOCTPYKIIMH MPOTOKOB, TaK W
MEPBUYHOTO TOPaXEHUsI Jo0JieK. B penkux ciaydasx B MaTOJOTHMYECKHI MpoIece
BOBJICKAFOTCSI TOJIKO JOJIBKH KEJIe3bl ¢ MUHUMAJILHBIM TIOPaXKECHUEM TIPOTOKOB U
HE3HAUNUTETHHBIMU TIEPUIPOTOKOBBIMU WHGUIbTpaTaMu. B  cBs3u ¢ 9TUM,

HCKOTOPBIC aBTOPbI BLIACIAIOT HNPECHUMYIICCTBCHHO IIPOTOKOBLBIC MW OOJBKOBLIC
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dopmbr  AUIT (T.H. «IPOTOKOBOLIEHTPUYECKUN» U «IOJTHKOBOLIEHTPUYECKUN
AMUII) [Deshpande V., et al., 2006; Detlefsen S. et al., 2009]. I'pynma narueHTOB
nporokoBoneHTpuaeckoro AUII npencraBieHa npeMMyIIECTBEHHO MYKUYMHAMHU C
OOCTPYKTUBHOM JKENTYXOW W YaCTBIMU COIYTCTBYIOIIMMHU BOCHAIUTEIHHBIMU
3abosieBaHusl TojicTod KUIIKU. B 80% HaOmroneHuit IPOTOKOBOLEHTPUUYECKOTO
AUII B 1pocBeTe MPOTOKOB  IOJKEIYJOYHOW  KEJIE3bl  ONPEHEISIOTCA
HEUTpoMIbIl, TOrJa Kak TMpHU  JIOJBKOBOIEHTPUYECKOM THIE  CXOJHAs
uHOGUIBTpaAIUs HeHTpoduIaMu oOHAPYKHBACTCS JIMIIL B HeOOJbIIOM (10 5-7%)
yucie HaOmoneHuil. HakoHen, mpy MMMYHOTMCTOXMMHYECKOM HCCIEIOBAaHUN
JIOJIbKOBOLICHTPUYECKUN TUII XapaKTEpPU3yeTcsl 3HaYMMO OonbimuM uuciioM [gG4-
MOJIOKUTENbHBIX MJIA3MAaTHYECKUX KJIETOK B BOCHAIMTEILHOM HH(UIbTpATE.

[lepupnedbur wu  obOnurepupyrommii  (GaeOUT NpaKTUYECKH  Bceraa
conpoBoxaaroT AUII m SABIAIOTCS €ro BaKHBIM JUArHOCTUYECKUM IPHU3HAKOM
[Zamboni G. et al., 2004; Yadav D. et al., 2003; Weber S.M. et al., 2003].
HeoOxoaumMoO OTMETUTh, YTO BOBJCYECHHbIE B IMATOJOIMYECKUH MpoLEece
NaHKpeaTUYeCKUe BEHbl HEPEAKO MOJHOCTHIO OOJIMTEPUPOBAHBI, B CBSI3U C UEM
CIIMBAIOTCA C OKPYXAIOLIMMHU TKaHSAMU. B Takux ciiydasx oOHapyKUTh UX MOKHO
[0 CONPOBOXAAKOUIEH BEHBI apTepuu. SBIEHUS apTepuuTa OTMEYAKOTCS PEIKO.
[IepuHeBpanbHOE BOCIIAJIEHUE, ONIMCHIBAEMOE HEKOTOPBIMU aBTOPaMH, HE SIBISIETCS
cnenuUIHBIM.

ONUTEIMONIHOKIIETOYHBIE  TpaHyJieMbl, accouuupoBaHHele ¢  AMNII,
BCTpeUaroTcs JgocTatoyHo peako [Deshpande V. et al., 2005; Kawaguchi K. et al.,
1991; Zen Y. et al., 2004] u pacnonararoTcsi IPEeUMYIIECTBEHHO BOKPYT MPOTOKOB.
OTcyTCTBHE BOBJICUEHHS B IMpoLEcC TUMPATHUECKUX Y3JIOB U MEPUINPOTOKOBOE
PacCIONOKEHUE TAKUX TPAHYJIEM MO3BOJISIOT UCKIHOYUTh capkonno3 IDK u npyrue
rpaHyJieMaTo3Hbie  OOJIE3HH, HAMpUMEP, MHUKOOAKTEpUATbHYI0 HH(EKIIHIO
[Caldwell J.H. et al., 1978; Brugge W.R. et al., 2004].

Eme ognuMm BaxHbIM MopdonorudeckuM Kpurepuem auarHoctuku AUII
ABJIAETCSI  OTCYTCTBHUE  XApPAaKTEPHBIX Il  XPOHUYECKOTO  AJIKOTOJIBHOTO

IMaHKpCAaTUTA MATOJOIHYCCKHX I/ISMeHeHI/II‘/’I, TaKNX KaK pacHIMpCHHC ITPOTOKOB C
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HAJIMYMEM MYKOHUIHBIX MPOOOK, MCEBIOKUCT M YYaCTKOB JKMPOBOTO HEKpPO3a, a
takke kanpnuHatoB [Yadav D. et al., 2003; Kawaguchi K. et al., 1991; Ectors N.
et al., 1997]. Tem He wMeHee, aOCOJIOTHBIX KPHUTEPUCB, IMO3BOJISIONINX
muddepeHIMpoBaTh XPOHWYECKUH  aNKOTOJbHBIM maHkpeatuT u  AUIl, B
HacTosee BpeMs He cymectByeT [NishimuraT. et al., 2004, Takayama M. et al.,
2004; Ghassem-Zadeh S. et al., 2017].

B mnocnennee Bpemsi ycranoBieHo, uro AWII sBnsercs KIMHUYECKH
HEOJHOPOJIHBIM 3a0oseBanueM. Tak, y 47% manueHToB ¢ OJTHUM U3 KIMHUYECKUX
BapHaHTOB OOJIC3HW BO3HHWKAIOT €€ PEIUAWBBI IMOCJE JICUYCHHUS, TOTAa Kak IpH
BTOPOM BapwaHTe OOJIE3HW PEIHIUBBI OTCYTCTBYIOT. ODTOT W Jpyrue (PakThl
MO3BOJIMJIM BBIICIWTh 2 OCHOBHBIX KimHHuYeckux tuma AWIT [Zhang L. et al.,
2011]. XapakrtepubiM mpuszHakoM AWII 1 Tuma SBISIOTCS H3MCHCHMS
MEXIO0JBKOBOM CTPOMBI, CaMble 3aMETHBbIE€ M3 KOTOPBIX - HAJIUYUE KIIETOYHOMU
CTPOMAJLHOM peakluu, TMPEACTaBICHHON JUMQOIUTaMH, IIa3MaTUYECKUMHU
KJIETKaMH M peakTUBHbIMU (prOpobOrmactamu/muopudpodiaactamu. Ctpoma 4acTo
XapaKTEePU3yeTCsl  «BUXPEOOPa3HBIM»/MyapoBBIM  THUIIOM pocTta. B 30Hax
BocnasieHusi W (uOpo3a YacTo ONPEACNSIIOTCS OOJIUTEPUPOBAHHBIE BEHBI.
O6muTepupyromuii GredUT MouTH MCKIOUMUTENbHO Habmomaercs mpu AUIT 1
TUTIa W XOPOIIO BBHISBISAETCA MPU UCCICIOBAHUM TPENapaToB, OKPAIICHHBIX
reMaTOKCUJIMHOM M DJ03MHOM, pacrojlarasich psSjaoM ¢ apTepusmMu. B dactn
HAOJIOICHUH TaKKe UMEIOTCS TIpU3Haku aprepunta. Kpome Toro, B uHpMIbTpare
4acTo ONpeNeNstoTcs paccesHHble 303uHO(umibl. Hanportus, npu AWII 2 Tuna
MEXOJBKOBAas CTPOMa OTHOCHTEIIBHO  MAJIOKJIETOYHAss C  OJWHOYHBIMHU
auM@onuTaMd M IUIa3MAaTHYECKUMH KJICTKaMu. B OOJBIIMHCTBE HAOIIOICHUMA
AUII 2 tuma ompenensercs Pe3KO BBIPAKCHHOE IMEPUIIPOTOKOBOE BOCHAJICHHUE.
Cpennee 4nciio MPOTOKOB C MPU3HAKAMHU MTEPUTIPOTOKOBOTO BocnianeHus mpu AUII
1 Tuma 3Haunmo MeHnbiie, uem npu AUII 2 tuna [Zhang L. et al., 2011].

TunnunaeiM npusHakom AUII 2 Tuna sBisercs Haau4ue SBHBIX MPU3HAKOB
MOBPEXKICHUS MPOTOKOB. XOTs1 B HeOousbioMm uncie Habmonenmii AUIL 1 tuna

TAKKC HMMCIOTCA IMPHU3HAKK ITOBPCKACHHA IIPOTOKOB, 3TOT IIPHU3HAK OOCTATOYHO
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cnerubuuen st AUIT 2 tuma. [lpu AUWUIl 2 Tuma 3HaYUTENhHO dYaIie
INPUCYTCTBYIOT TPU3HAKK  TMOBPEKICHUS OJMUTENIHS MPOTOKOB  KIETKaMU
BOCHAJICHUSI B BUJE SA3BEHHBIX JCPEKTOB SHUTEIUATBHONM BBICTHIKM U
MHOTOUHCJICHHBIX BHYTPUANUTENUANIBHBIX abcieccoB. Takue abcriecchl OOBIYHO
XOpOLIO pa3IMduMbl. SI3BBI pacHoOJIOKEHBl NPEUMYIIECTBEHHO B IPOTOKax
KPYIHOTO KaJnOpa, BHICTHIIKA KOTOPBIX 3aMEIAETCsl TPAHYJIALIMOHHOW TKaHBIO C
MHOTOUYHCJICHHBIMU HeWTpoduiiamMu. B HEeKOTOpBIX HAOMIOAEHUSIX HEUTPO(DUIHHBIC
UHQUIBTPAThl 3aTPAruBalOT HE TOJIBKO MPOTOKH, HO U JIOJBbKU IOJKEITyI0YHON
YKEJE3bI. OTHOCHUTENIBHO  PEIKO OOHapY)KMBAIOTCA  NEPUIPOTOKOBBIE
SMUTEIMONTHOKIIeTOUHbIe rpanyiembl [Notohara K. et al., 2015].

Huarnoctnyeckne kpurepun AWII 1 Thnma BKIIIOYAOT HaJIW4Yue IJIOTHOTO
auMQo-TIa3MOIUTapHOr0  MHpMIbTpaTa ¢  MHOrouncieHHeiMu  1gG4-
MOJIOKUTENbHBIMU  KJIETKaMH, (puOpo3a, 4acTo ¢ XapaKTepHbIM HXPEoOpa3HbIM
(«MyapoBBIM»)  pUCYHKOM, oOiutepupytomero ¢ieoura. HamportuB, B
oonpmHCTBE HaOmoaeHnii AWII 2 Tuna ykazaHHble U3MEHEHUS] OTCYTCTBYIOT.

3HaYNMbIM SABJISIETCS TOT ¢axr, 4TO BOCIIPOU3BOJIUMOCTD
mudepenunanbaoro auardosa Mexxay AWUIL 1 u 2 TunoB naxe cpeau naToyioros,
CHEeLMATU3UPYIOIUXCST B 00JacTu 3a00JieBaHUM MOJPKETYJOUYHOM  Kele3bl,
AByeTCsl yMepeHHoM. OJIHa W3 NPUYMH 3TOr0 — OTCYTCTBUE MOHHMMAaHHUS TOTO
¢dakra, yto AUII sBasieTcss MOpPoIOrnyeck reTeporeHHbIM 3a00JI€BAHUEM.

Ha npakTrke My»4HHBI TIOKUIJIOTO BO3pacTa ¢ CUMITOMAMU 0OCTPYKTUBHOM
KENTYXU U OTCYTCTBHEM OOJIEBOTO CHHApPOMA B )KMBOTE, CKOPEE BCETO, CTPAIAIOT
AUII 1 tuna. TumuuuaeimMu nanuedtamMu ¢ AUIL 2 thna SBISIOTCS JKEHIIUHEI
cpeaHero Bo3pacrta ¢ 0ossmu B kuBote [Kamisawa T. et al., 2011; Wu L. et al.,
2013]. ToBpexnenue mnportokoB mnpu AWIl 2 Tuma mnpuBomut Kk arpoduun
MOJIKEITY TIOYHOM KeJI€3bl C MPEUMYILIECTBEHHBIM MTOPAKEHUEM XBOCTA, YTO JIEKHUT
B OCHOBE PEHTIE€HOJIOTMYECKOTO MPU3HAKA «OTCYTCTBUS XBocTay (umeetcs y 40%
nanueHToB ¢ AUII 2 tuna). Hanpotus, nuddy3Ho BocnajlieHHass OTeyHasi CTpoOMa

nokenynouHor xenespl npu AWII 1 Tunma He NPUBOAUT K MOSBICHHIO

31



YKa3aHHOTI'O0 PEHTIE€HOJOTHYECKOrO Mpu3Haka. st onpeneneHus ero 3Ha4yuMOCTH
HEOOXOMMBI JaTbHEHIIIIE UCCIIECIOBAHUS C YBEITNUECHHBIMHU BRIOOPKAMU

Paznenenune AUII Ha mOATUIIEI UMEET HE TOJBKO aKaJIE€MUUYECKOE 3HAUEHUE,
HO MOKET OBITh HCIIOJB30BAaHO JIJIsi MPOTHO3UPOBAHMS PUCKA PAa3BUTHUS U THUIIA
peunauBa 3aboseBaHus. AWII 1 Tuma Bcerma compoBOXKIAETCS CHCTEMHBIMHU
NPOSBICHUSIMH, TPU  OTOM  YacTO NPHUCYTCTBYET OJHO WM  Oolee
BHEMAHKpeaTnuueckoe rmnopaxenue. CaMbIMM 4YacThIMU BHEMAHKPEATHUYECKUMHU
MOPKCHUSMH  SBJISIOTCS  CKJICPO3UPYIOUIMNA XOJIAaHTUT M JuMdaaeHonaTusI—
TUMUYHBIE TPOSABJICHUS CcUCTeMHOro mnopaxenus npu AUl Jlpyrue
BHEITAHKPEATUYECKUE JIOKATU3AMHA CUCTEMHOTO0 ropaxenust npu AUII Bxmrouaror
KEITYJIOK, TIOUKH U CIIFOHHBIC Keje3bl. YBenuueHue yucia [gG4-nonoxxuTenbHbIX
MJIa3MaTUYECKUX KJIETOK B OKOJIOMOKEIYJOUYHBIX JIUMGPATHUUYECKUX y37ax U
ciu3ucToi obonouke xemyaka npu AWUIIL 1 tuma Takxke nNoATBEpKIAAET TUIIOTE3Y O
HeoOxomumoctu pasnaeneHus AWII wa moarumbel. PenmmuBer AUII 2 Tuma
OTPAHUYEHBI TOJIBKO MOHKETYJAOYHOUW JKEJIE30M, MPU I3TOM HHOTAA OTMEYAKOTCA
MHOTOKpaTHbIE  JIHU30Abl  OCTPOr0  MaHKpeaTuta. BHemaHKpeaTHdecKue
nposiineHud npu AUIIL 2 tuna oTcyTcTBYIOT, OHAaKO 0T™MEe4eHO, yTo AUII 2 Tuma,
TAK)K€ KAK W TIEPBUYHBIM CKJIEPO3UPYIOIIMK XOJAHTUT YacTO COYETAECTCSA C
s3BenHbiM kostuToM [Notohara K. et al., 2015; Okazaki K. et al., 2015].

Crneposupyrowutl Xonaneum

IgG4-cBsa3aHHBIN CKIEPO3UPYIONIMI XOJIAHTUT 4YacTo coueraetcs ¢ 1gG4-
ceasanHbiM AUII m m3penka ¢ OpyruMM ayTOMMMYHHBIMH 3a00JIEBaHMSAMM,
otHocsmuMmess K rpynne [gG4-ceazannoit  Oonesnu. Ilpu  [gG4-cBs3zanHOM
XOJIaHTUTE BO3HUKAET CTCHO3 JUCTATHHOTO CErMEHTa OOIIETO KETYHOTO MPOTOKA,
NPUBOASIINNA K MeXaHU4YecKoH xentyxe. JuddepeHmanbaplii AMarno3 npu 3ToM
IIPOBOJIAT, IPEKE BCETO, C IEPBUUHBIM CKIEPOZUPYIOIIUM XOJIAHTUTOM, KOTOPBIN
pa3BuBacTCsA B 0Oojiee Moi0m0M Bo3pacte (cpemuuid Bo3pacT 30-40 m1eT), yacTto
coyeTaercss ¢ HeCTeU(UUECKUM  SI3BEHHBIM KOJIUTOM, Mopaxaet
BHYTPUIICYCHOYHBIC JKECJIIYHBIE NPOTOKM M HE OTBEYAaCT Ha JICYECHHUE

koptukoctepougamu [bysepos A.O. u ap., 2015; Hubers L.M. et al., 2015].
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['uctonornueckue wu3Menenust npu 1gG4-cBsI3aHHOM  CKIIEPO3UPYIOIIEM
XOJIaHTUTE THUMUYHBI W TPEACTABICHBI TPaHCMYypajdbHBIM  (GUOPO3OM U
BBIPDOKEHHONW  JTUMQOIUIa3MOIUTAPHON  MH(WIbTpAlMEed CTEHKH  SKEIIYHOTO
IPOTOKA C PAacIpOCTPAHEHHEM OJTUX HM3MEHEHHMH Ha MEPUNOPTAIbHBIC OT/EIbI
NeYeHH, a Takke oonurepupyomum ¢iaedutoM. Bocnanenue 0osee BbIPaKEHO B
HapY>KHBIX OTJeNaX CTEHKHU MPOTOKA, IMUTENIUA OOBIYHO MHTAKTEH, TOrAa KaK Mpu
NEPBUYHOM CKJIEPO3UPYIOIIEM XOJAHTUTE YaCTO HAOMIOAAI0TCS SPO3UU CIU3UCTON
KETYHOro mnporoka. Y mnanueHtoB ¢ [gG4-cBsA3aHHBIM  CKIEPO3UPYIOIIUM
XOJIAHTUTOM YacTO HaOJIOMAaeTCsl MOBBINIEHUE YPOBHsS cbiBopoTouHoro IgG4,
KpOME TOTO, OHH MPEKPACHO OTBEYAIOT Ha CTepouIHYyto Tepamuto [Kamisawa T. et
al., 2009; Nakazawa T. et al., 2011].

llopasicenue cnronnwlx dHcenes

|gG4-cBsa3aHHBIN CKIEPO3UPYIONMIUNA CHAIOAeHUT BbisABIsIeTCs B 14-39%
HaOmonenuit 1gG4-ceszanHoit 6ose3nu [boponymuna M.B. u ap., 2016; Geyer J.T.
et al., 2011; Puxeddu |I. et al., 2018]. 3aboneBanme NPOABIACTCA Kak
OJTHOCTOPOHHEE YBEIMYECHHE W YIUIOTHEHHUE MOJYEIIOCTHOM CIIOHHOW Kelle3bl,
KOTOpPO€ TPYAHO OTJIUYUTH OT UCTUHHOM omyxosu (omyxosib Kuttner'a), uim kax
JBYCTOpOHHEe 0e30071€3HEHHOE CHMMETPUYHOE YIUIOTHCHHE OKOJIOYIIHBIX U
MOMUYETIOCTHBIX CIIIOHHBIX, a TakKXKe CIE3HBIX >Kene3, (0one3np Mukynuya).
YIJI0THEHHE CIIOHHOM Kene3bl ompenensercs y 24% mamuentoB ¢ 1gG4-
CBSI3aHHOU 0O0JIE3HBIO M YACTO COYETACTCS C YBEIMYCHUEM JMM(ATHUECKUX Y3TIO0B
IIeM W CPEAOCTCHHs. OTH W3MEHEHHs] OOBIYHO TMPOXOIAT TOCHEe JICUCHUS
KopTuKOcTepouaamu. [Ipu TATOTHCTONOTMYECKOM HCCIECIOBAaHUM B TKaHU
CIIFOHHOW KeJIe3bl OMpEENsIeTCs] BRIpaXKeHHBIH (puOpo3 ¢ aTtpodueit armHycoB, a
takke uHOuiIbTpaums I[gG4+ mmazmatuyeckumu kietkamu. Kpome Toro, y

NalMeHTOB YacTO MOBBIINIEH YpOBeHb chiBopoTounoro IgG4 [Furukawa S. et al.,

2015].
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Topadsicenue opbumul U npUOAMOYHO20 annapama 21a3a

[lopaxxenne oOpOUTBI MW NPUIATOYHOIO ammapara rja3a sBIAETCS
OTHOCUTEJIBHO paclpocTpaHeHHbIM TposiBiieHneM [gG4-cBsa3anHoOM 0ose3Hw,
KOTOpPO€ B 3aBUCUMOCTH OT BBIOPAHHBIX HCCJEAOBATEISIMH  KPHUTEpPUEB
cocraBisieToT 4 10 34% Bcex cinyuaeB 1gG4-Ch [Hamano H. et al., 2006; Wallace
Z.S. et al., 2014; Wu A., 2015]. CaMbIM YacThIM IPHU3HAKOM MOPaKEHUSA TKaHEH
OpOUTHI SIBISETCS OTEK, BBISBIISIEMbBIN PEHTTCHOJIOTHYCCKUMU METOaMH, TIPH 3TOM
IpU  TOCIEAYIOIEM THUCTOJOTUYECKOM HCCJIEI0BAHUM, 4YacTOTa BOBJICUYCHUS
NPHUJIATKOB TJ1a3a cocraBisieT Bcero 20-22% [Wallace Z.S. et al., 2014].

[Ipy rUCTONOrMYECKOM HCCIEHOBAaHUM TKaHEH OpOUTHI psii  aBTOPOB
npeajiaraeT  KOPPEKTUPOBATh  CYIIECTBYIOIIME YHHUBEPCAJIbHBIE  KPUTEPUH.
OTHOCUTENbHASA PACIIPOCTPAHEHHOCTHh JaHHOTO TposiBieHus 1gG4-Chb HacTombko
3HAYMTENIbHA, YTO KPUTEPUHU YyXKe TMOojBepraiuch mnepecmoTpy [Goto H. et al.,
2015]. OCHOBHBIMH OTJHYHUSAMH SIBJISIFOTCS PEIKOCTh TAaKUX THUCTOJOTHMYCSCKUX
IIPU3HAKOB, KaK BUXpeoOpa3Hblii (uOpo3 u obauTepupyromuii Gpiedut, KoTopsie
NPUCYTCTBYIOT JIMIIb B KakaoM naecsitoMm HaOmomenun [Wu A., 2015]. Taxxe
TPYAHO BBISICHUTD, SIBJSIETCS JIM MPOLIECC MEPBUYHBIM WJIM MPEICTaBISIET COOOM
ucxo npeamrectsoBasiiero Bocmanenus [Cheuk W. et al., 2007; Andrew N. et al.,
2014], mnosromy wuacTto BeTpeuaercsi (uOpo3 0e3 MyapoBBIX  CTPYKTYP.
OTHOcHTENbHAS. PEAKOCTh 00JMTEpUpYIoLIEero (aeduTa npu MopakxeHUH OpOUTHI
npuBesa K TOMY, YTO JJaHHBIA TMarHOCTUYECKHUM KpuTepuil ObL1 nckitoueH B 2014
st |gG4-cBs3annbIx opakeHuit opoutel. [Wu A., 2015]. Ciaemyer oTMETHTB, 4TO
B OOJbIIMHCTBE ciiydaeB (68%) BOBICUEHHUE B MPOIIECC SIBISETCS OMIaTepaIbHBIM,
a yXyJIleHue 3peHus, OO0JIEBOW CHUHIPOM M OTpaHUYEHWE TMOJBMXHOCTU TIJ1a3a
YCTYyHaloT OMyXo0JIeno100HOMY pocTy: He 6oiiee 40% B niepBom cirydae u 80-100%
B0 BTopoM [Kubota T. et al., 2013;Andrew N. et al., 2014].

Ilopasicenue necxux

Janubie o maronoruu jerkux npu 1gG4-cBsizanHoi 00JI€3HU MONY4YeHbI Ha
OCHOBAHMHM  CONOCTABJICHHM  PE3yJbTaTOB  JYYEBOI'O  MCCIEIOBAaHUA U

naToMOp(OJIOrHYeCKUX M3MEHEHHM B pPE3eUUPOBAHHOW JIETOYHOM  TKaHHU.
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Boeinenensl crenyromniue KIMHUKO-Mopdonorudeckue tumbl 1gG4-cBsa3aHHON
0oe3nu ¢ mopaxxeHuem Jjierkux [Inoue D. et al., 2009]:

1) conuaHbBIN y370BO# THIT (BOCHIAIUTENIbHAS TICEBIO0IYXO0JIb JIETKOTO);

2) MeJKue OKpYTJible 00pa30BaHMs THITA «MATOBBIX CTEKOIDY;

3) MHTEePCTULIMATBHBINA THI MOPAXECHHUS U (HOPMUPOBAHKE COTOBOTO JIETKOTO;

4) OpOHXO-COCYIMCTBIH THI C YTOJIIECHHEM OpPOHXOB, COCYIOB H

ME3K]I0JI€BOH TIJIIEBPHI MPEUMYIIIECTBEHHO B MPUKOPHEBBIX OTEaX.

['uctonornyeckue wu3MeHeHuss npu Ja€rouHord wmaHudecranuun 1gG4-
CBA3aHHOW  OOJE€3HM  BKIIOYAIOT  (PUOPO3HO-BOCHAIMTENIbHBIE  OOBEMHbBIE
MOpaXeHUsl, BOCHAIUTEIbHYI0 MHUO(DPUOPOOIACTUYECKYIO OIyXO0Jdb (BapUaHT C
OoonpmuM  KonaudecTBoM [gG4+ mia3sMaTHYEeCKUX KIETOK) W BOCHAIUTEIHHYIO
TICEBI0OIYXO0JIb THIIA IJIa3MOKJICTOYHOM Tpanyiemsl [Zen Y. et al., 2005; Han G.J.
et al., 2017]. B 8-13% naGmroneHnii pa3BUBaeTCsS MHTCPCTUIIHATIBHAS THEBMOHUS
[Tanaka K. et al., 2012; Wang J. et al., 2015], nanomuHaromas UAKONATHIECCKYIO
HecneM(UUEeCKYyl0 HHTEPCTUIMATIBHYI0 TMHEBMOHMIO, a TAaKX€ BO3HHUKAIOT
JTMCCEMUHUPOBAHHBIE OYAroBbIE MOPAKECHUS, PAHEE CUUTABIIUECS MPOSBICHUEM
auM(OMaTOMIHOTO TpaHylieMaro3a Jerkoi creneHu. B OuonTtatax n€royHoi
TKaHU 0OBIYHO MPUCYTCTBYET BBIPKECHHAS TUMGOTUCTUOIIUTApHAS
UHQUIBTpAIMs C T[PUMEChI0 MHOTOYHCIICHHBIX IUIA3MAaTHYECKUX  KIIETOK,
yBenmueHne uucna [gG4+ mna3zMaTM4ecKHX KIETOK C BO3pPacTaHWEM HHJIEKCA
[gG4+TIK/IgGHIIK no 10-72%, ¢ubpo3 paznudHON CTENEeHH, dHIOBACKYIUTHI C
nopakeHHeM Kak aprepuii, Tak u BeH[Hirano K. et al., 2006; Takato H. et al.,
2008]. B omimMume OT APYyrux OpraHoB, B TKAHU JICTKOTO YacTO MPUCYTCTBYIOT
MEJIKUE CKOTUICHUS HEUTPO(UIIOB B TPOCBETE OPOHXOB M aJIbBEOJI, YTO B IIEJIOM HE
xapaktepHo 1 1gG4-cBsizaHHOM O60JE3HU.

Jlumgpaoenonamusi

IgG4-cBs3annas ckiepo3upyromias JuM(aaeHONATUASIBISIETCS OJAHUM U3
caMbIX 4acThix nposiBieHud 1gG4-cBsi3aHHOMOOME3HU U XapaKTepU3yeTcs

HHaBMaTHBaHHeﬁ H CKJICPO30M J'H/IM(l)aTI/I‘-IeCKI/IX Y3JIOB. BBII[GJ'I?[IOT cdieayromme
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TUCTOJIOTHUYECKHE BapuaHThl JuMdaneHonatuun npu [gG4-cBs3anHOM OoJe3HH
[Sato Y. et al., 2009; Sato Y. et al., 2010; Chen Y.R.et al., 2018]:
1) dbomuKyaspHas TUIepILIa3us;
2) U3MEHEHUsI TUNA AHTUO(POJUIUKYISIPHON  rHrepruiazuu  (0oe3HH
Kactnemana), ocoG6eHHO B €€ I1a3MOKJIETOYHOM BapHaHTE;
3) unTepdhoOLMKYIIApHas Tposnpepands IJIa3MaTHYSCKUX KJIETOK H
MMMYHOOJIACTOB;

4) uHTep(POUTHKYISPHBIN CKIEpPO3.

Kpome TunmarOro mopakeHus TUM(OUTHOW TKaHHW, OMUCAHBI CIUHUYHBIC
HAOIO/ICHUS 37I0KaYECTBEHHONW JTMMQOMBI, TPEIMOIIOKUTEIHLHO Pa3BUBIICHCS Ha
dbone 1gG4—cBsazannoit mumdanenonarun [Cheuk W., Yuen H.K., Chu S.Y. etal.,
2008] m IgG4—cBsI3aHHOTO XPOHUYECKOTO CKJICPO3HPYIOMIETO JTaKpHOaJICHUTA
[Cheuk W., Yuen H.K., Chan A.C. et al., 2008, Chen Y.R.et al., 2018].

3abprowunnsiii pubpos

Nnuonatnueckuit [gG4-cBsi3anHblil  3a0promMHHEBIA  (UOpPO3 HE HMEET
crnenuUYecKnX KIMHUYECKUX TMPOSIBICHUM, M KaJIoObl TaIlMeHTa OOBIYHO
CBOIATCA K Cla0OCTH, YTOMIIIEMOCTH, JHXOpaake U morepe Beca. OCHOBHOE
MPOSIBJICHHE JaHHOTO TOPaKEHUs — IUIOTHOE OIMYyXOJIEBUIAHOE OOpa3oBaHuUE,
OKpy’Karolliee OpIOIIHYI0 aopTy W CHABJIMBAIOLIEe MOUYETOUYHUKU. 3a0pIOIIMHHBIN
¢bubpo3 pazsuBaerca y 8% mammentoB ¢ 1gG4-csazanapiMm AUIT u mommaércs
crepouanoi Tepanuu [Kamisawa T. et al., 2006]. Cxoxue M3MEHEHUST OMHMCAHBI
Ipy MAMONATUYECKOM MEIUACTUHAIBHOM (uOpo3e u PpuOpo3e MITKUX TKaHEH
1IeH, B YaCTH HAOIIOICHNH KOTOPBIX UMEIOTCS Mopdosiornueckue npusHaku 1gG4-
CBs3aHHOW ©Oone3Hn B BUAC JHUMQO-TUIA3MOIUTAPHBIX HWH(PWIBTPATOB U
obnutepupyroriero ¢ueouta [Zen Y. et al., 2006; Rossi G.M. et al., 2017].

Tlopasicenue nouex

[Topacxxenne  mouek,  TPOSABISIONIEECS  TYOYJIO-HHTEPCTUIUATBEHBIM
Heputom ¢ TunuIHBIMU 111 [gG4—cBsizaHHOTO 3a00eBaHus MOPGHOIOTHYECKUMU
npusHakamu, BcTpedaercs B 30-35% wnabmionenuit 19G4-cBsizanHoil Oosne3Hu

[Saeki T. et al., 2007], Hepeako OHO NPOTEKAET C BBICOKHMM YPOBHEM
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ceiBopoTouHOro 1gG4 u 0e3 mopakeHHs MOPKETYI0YHON kene3bl. [lopaxkeHue
OYCK OBIBAET MHOYKECTBCHHBIM B BHJE JOKAIH30BAHHBIX OYaroB, CUMYJIHUPYET
METaCTaTHYECKOE MOPAKCHHWE OpraHa. AHAJOTHYHbIE MHOKECTBCHHBIC OYard
MOTYT BCTpPEUaThCS B IEUYCHHM, IOKCITYIOYHOM jKeae3e, IIIa3HHUIEe, JISTKOM H
runopuze [Kanno A. et al., 2005; Nishino T. et al., 2013]. Ilo »>Toii mpuumHe
HEKOTOPBIC aBTOPHI AaKIIEHTHPYIOT BHHMaHue Ha TepmuHe «lgG4-cBs3anHbIe
BOCIAJIUTEIIHHBIC MICEBIOOIYXO0JINY, MOTYSPKUBAs CIIOCOOHOCTH JAHHOTO MpoIiecca

Kk MuMukpuu [Tsuboi H. et al., 2008].

IopasiceHue dpyaux op2aHo8

B 4uce peako onmuchIBaMBIX JIOKAIH3AIMA OTHOCATCS MMOPAXKEHUE COCYI0B
[Kasashima S. et al., 2010; Raparia K. et al., 2013], runo¢wu3za [Hsing M.T. et al.,
2013], crenku xemyaka [Kawano H. et al., 2016] u xkurmku [Narula N. et al., 2010],
monouHo# skene3sl [Chougule A. et al., 2015], yperpsr [Kim S.A. et al., 2011,
Zhong W. et al., 2018], mo3roseix obonouek [Chan S.K. et al., 2009; Boban J. et
al., 2018] u npyrux opranos [Chang J. et al., 2018]. 3Otu naHHbIC, BO-NIEPBHIX,
CBUIETENBCTBYIOT 0 TOM, uTO |gG4-Ch 6osie3Hh MOXKET MPOSIBISATHCA B JIHOOBIX
OpraHax, UMEIONINX COSANHHUTEIBHYIO TKaHb. BO-BTOPBIX, «peIKHe» JOKAIU3aAHN
UMEIOT  OOIIME 4YepThl, KOTOpPbIE CBOAATCS HE TOJBKO K  OOIIHOCTH
MOP(}OJIOTHUECKUX TPOSIBICHUA U MUMHKPHH OIYXOJIEBBIX TporieccoB. CremyeT
OTMETHUTh, YTO J00as W3 JIOKAJIM3alhii, OllCHUBAacMas B HACTOSIIEE BpeMs Kak
penkasi, o Mepe HAKOIUICHHUS OIbITa U 3HAHWK O0JIACTH 3TOM MATOJOTHU MOXKET

HCpCfITH B KaTCTOPpHUIO TUIINYHBIX.

1.4. Mopdgoiornueckue kpurepum auarHoctuku IgG4-Cb

ITo mMepe HaAKOIUJICHUS AHHBIX O CHCTEMHOM XapaKTepe MOpPaKEHUs IPH
IgG4-Cbh, a Ttakxke B pe3ysbTare JACTAIBHOTO OMUCAHHUS MOPQOIOTHUUECKHIX
W3MEHEHUN TpU O3TOM 3a00JIEBaHMM B PA3JIMYHBIX OpraHax W TKaHAX
OOJBIIMHCTBOM HCCIIeIOBaTEIeH OBLIO MOCTYJIMPOBAHO, YTO THCTOJOTHYECKOE
WCCJIEIOBAHNE UTPAET KIFOUEBYIO pOJih B mocTaHoBKe nuarHo3a 1gG4-Ch. Umenno

IIO9TOMY JIA OLCHKHU HaTOMOp(I)OJIOFI/I‘ICCKI/IX W3MEHECHUH ", IOpEKAC BCCro, AJsd
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yaudukanuun nonaxona k muarHoctuke 1gG4-Cb, a Takke Juisl TOBBIMICHUS
BOCITPOU3BOAMMOCTH TOTO AWATHO3a CPEU MATOJIOTOB pasHbIX cTpad B 2012 roxy
B bocrone Obim pazpaboran u yrBepxkaeH KoHceHcyc, TpenioKuBIINA
UCITIOJIb30BaTh TEPMUH «IPEIIOIOKUTENbHBIE TMCTOJOTHYECKHE MPU3HAKW IpU
nocraHoBke auarHoza 1gG4-Chb [Deshpande V. et al., 2012]. XoTst Hu oauH U3
ATUX MPU3HAKOB caM MO cebe He ABIeTCs crnenu@UUHbIM, UX OOHApy>KEHHE B
KOMIUIEKCE C BBICOKMM ypoBHeM |gG4+ mna3zMaTudyecKkux KIETOK B TKaHU
MO3BOJIsIET 00OCHOBATh JIMArHO3 JaK€ B OTCYTCTBHE MOBBIIICHHOW KOHIIEHTPAIlUU
IgG4 B mna3me [Sah R.P. et al., 2011].

[Mpemnoskeno Tpu «Oonbimx» ructonorndecknx kputepusi 1gG4-Ch [Geyer
J.T.etal., 2010; Zen Y. et al., 2010; Deshpande V. et al., 2011]:

e BBIpaKEHHasA TUM(DO-TUIa3MOUTapHAS HHPUIBTPALINS,

e (Gubpo3, KOTOpbIA XOTS OBl YACTUYHO HMEET BHXPEOOpa3HbIH,
(MyapoBbIi, «CTOPUGOPMHBIIT») PUCYHOK (TIPHM.: «CTOPU(OPMHBIID» -
HallOMUHAIOIIMN IO CTPYKTYpE CIHIBI KOJECa — BEPETEHOBUIHBIC
KJIETKM C YJIJIMHEHHBIMH SJpaMu pacXolsTcs W3 OAHOW TOYKH
Haro100ue JIy4dei);

e 0o0yUTEepUpYIOIIUMA (ICOUT.

Jlpyrue npusHaKu, KOTopbie MOTYT BcTpeTtuThes ipu [gG4-Ch, Britouator:

e (hiebut 6e3 ob0auTepaIuy IMPOCBETa COCYAa;

® T[IOBBIIIEHHOE YUCIJIO 303MHO(UIIOB B TKAHH.

[locnennue nBa mpuU3HAKA SIBISIOTCS JOMOTHUTENBHBIMUA MO OTHOIICHHUIO K
«OONBUINMY  THCTOJIOTMUECKUM  KPUTEpUSM, OJHAKO HE SBISAIOTCA  HU
YYBCTBUTEIHHBIMH, HA CTICIIU(PUIHBIMHU.

[ToctanoBka pauarnoza 1gG4-Chb Bo3MOXHa TMpu OOHAPYXKEHUU KaK
MUHUMYM JIByX OOJIIIMX THCTOJOTMYECKHX KpuTepueB. B abcomoTHOM
OONBIIMHCTBE  HAOMIONEHMM  3TO  BbIpaKEHHas  JUMQO-TUIa3MOLIUTApHAsS
uHpupTpanus 1 Guodpos. VckiroueHrne cocTaBisitoT HAOIIOACHHS C TOPAKEHUEM
mamdatraeckux y3nmoB [Cheuk W. et al., 2008], nerkoro [Zen Y. et al., 2009],

CIIFOHHBIX M clie3HbIX kese3 [Cheuk W. et al., 2007], npu koTopeix ¢pudpo3, paBHO
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Kak U obnurepupyrommii (Gaedut, MOryT ObITh BBIpaXXEHBI ClIa00 WM BOOOIIE
OTCYTCTBOBATb.

BocnanurtenbHblii  MHQUIBTPAT MPEACTaBICH B OCHOBHOM  MaJbIMU
auMmdonutamMu, AUPGY3HO HHPUIBTPUPYIOUIMMH MATOJOTHYECKU ouar, W
M1a3MOIUTaMU, KOTOPBIE MOTYT COCTAaBJISITh 3HAYUTEIBHYIO 1010 HHMIbTpaTa. B
HEKOTOPBIX CIy4asX BO3MOXHO ¢opMHUpOBaHHE (DOJUIMKYJIOB C IIEHTpaMu
pasmHOXeHus. JlumporuTel B WHHIbTpaTaXx NpEACTaBICHBI B OCHOBHOM T-
KJIETKaMH C TPUMEChI0 B-KIeTOK, BCTpeyaroTcss Takke S03MHO(PUIbHbBIC
JEHKOIMTHI, KOTOPBIE B PEAKUX HAOIIOJEHUSX MOTYT Jake Mpeodianarh, TaKKe
MOTYT OTIPEIEISITHCS € AMHUIHBIE MaKpO(arm.

®ubpo3 SABISETCA YaCTHIM HCXOJOM BOCIHAIUTEIHHOTO MPOIlecca, OJIHAKO
npu tunuaHoi 1gG4-Chb oH momkeH, XOTS OBl YaCTHYHO, COAEP)KAaTh MyapOBBIC
CTPYKTYpPBI, COCTOSIIIIME M3 MYYKOB KOJUJIAT€HOBBIX BOJIOKOH M BEPETEHOBUIHBIX
KJIeToKk  ¢ubpobmactuueckort b0  MHOPUOPOOIACTHISCKOM  MPUPOJIBI.
Heobxoaumo yuuThIBaTh, 4TO B OMONTATaX MAJOro 00ObeMa THUIUYHYIO KAPTHUHY
¢bubpo3a ¢ MyapoBbIMHU CTPYKTYpaMHU MOXHO HE OOHAPYKHUTh.

Eme ogHuM OOJIBIIMM JUArHOCTUYECKUM KpUTEpPUEM SBIAETCS (GiaeOuT ¢
oOnuTepanuel BeH, KoTopas oOyCJIOBIIEHA, MPEXIAEC BCETO, BHIPAXKEHHON JUM)O-
IJIa3MOIMTapHOW MHOHMIBTpaell cocyaucTol creHkd. HeoOxoammo OTMETHTB,
YTO OOJUTEPUPOBAHHBIE COCYABI 0€3 BOCTATUTENBHON WHOUIBTPAIMN UX CTEHKU
He sBisroTCs npuszHakoMm |gG4-Ch. dopMupoBaHue SMUTEIHOUTHO-KIECTOYHBIX
IpaHyJIeM U BbIpaXCHHAs WHQUIBTpAUS TKAaHW HEUTpODUIAMHU  SBISTIOTCS

pHU3HaKaMH, KOTOpbIe Mo3BoJIstioT uckaounth 1gG4-Ch [Zen Y. et al., 2010].

1.5. KoauvecrBennasi ounenka |gG4-miia3maTuyeckux KJIETOK B

HHpUIbTpaTe

Bricokoe copepxanue 1gG4+ mna3zMaTuyecKuX KJIETOK B TKaHU SIBIISIETCS
BAKHBIM JIMarHOCTUYECKUM KPUTEPUEM, KOTOPBIM AOJKEH paccMaTpUBATHCA B
KOMIUIEKCE C JAPYTUMHU HU3MEHEHHUSIMHU U HE SBIACTCA CHEIU(PUYHBIM, MOCKOJIBKY

caMm 1o cebe BCTpeyaeTrcs W TpH JpYrux 3a00JeBaHUAX, HANpUMEp: MpH
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peBMmarounHoM aptpute u O0osne3Hn Kactiemana [Sato Y. et al., 2010]. B cBsizu ¢
3THUM BCTaeT BOIPOC, KaKUM O0pa30oM MPOBOJIUTH OIEHKY JHAarHOCTUYECKOU
3HAUYMMOCTH KOJIMYECTBA 3TUX KIETOK. Psij umccienoBarenedl yCTaHOBUIIU, YTO
JTMArHOCTHYECKOE 3HAUYCHHUE UMEET COJECpP)KaHNEe B BOCIAIUTEILHOM HHYHUIbTpATEe
oonee 50 1gG4+ mazMaTUyecKuxX KJIETOK Ha OJHO IOJI€ 3pEHUS MPHU YBEIUUYECHUU
mukpockora x400 [Zhang L. et al., 2007; Dhall D. et al., 2010]. B To e Bpewms,
BBIPXEHHOCTh JIMM(DO-TIIa3MOLUTAPHON MHYUIBTPALIMA B Pa3IUYHBIX OpraHax
MOXET 3HAYUTEIbHO BapbUpoBaTh. [lodTOMy ApyrumMu uccienoBaTeIs MU
npejIaraeTcs moACYUThIBaTh cooTHOIeHHe 10G4+/1gG+ mra3MaTHUecKux KICTOK,
KOTOpOE, [0 MX MHEHHUIO, SIBIISIETCS OoJiee 00bEeKTUBHBIM KpuTepueMm [Sato Y. et al.,
2009; Cheuk W. et al., 2010; Sato Y.et al., 2010; Zen Y. et al., 2010]. Hons 1gG4+
TUTa3MaTHYECKUX KIEeTOK B HHPuIbTpare npu 1gG4-cBa3aHHON 00NE3HU, COTTIACHO
ATOM KOHLEMNIHNH, JOJDKHA cOoCTaBiATh Oonee 40%, mpu 3TOM HYKHO OTMETHUTD,
4TO B OOJIBIIMHCTBE HAOJIIOJCHUI OHa ObLia CylecTBeHHO Bbimre [Sato Y. et al.,
2009; Cheuk W. et al., 2010]. KoHceHcyc mpemyaraeT MpOHU3BOJUTH ITOJICYET
IgG4+ mazmaTuyeckux KJIETOK NpH yBenndeHuru Mukpockona x400 B Tpex mosisix
3peHusi ¢ HanbOoJbield koHeHTpanue 1gG4+ nmna3mMaTuyeckux KJIETOK, a TakKe
YUUTHIBATh PA3IMYHYIO CTeneHb MHpWiIbTpanuu TkaHu 1G4+ mmazmoruramu B
pa3Hbix opranax (ta0:;.1) [Deshpande V. et al., 2012].

IIpn GOpMyIMpPOBKE  MATOJOrOAHATOMUYECKUX  3aKIIOYEHUH U
KJIMHUYECKOro JauarHo3a KoHCeHCcyc mnpeajaraeT HCIoib30BaTh CIEAYIOLIUE
kareropuu [Deshpande V. et al., 2012]:

o ['ucronornyeckue mnpusHaku, xapakrtepHeie miusa |gG4-cBszanHOU
6one3nu. J{ommkHO OBITH OOHAPYKEHO XOTs OBl 1Ba U3 TPEX MEPECUNUCICHHBIX BHIIIIE
OonpIIMX KpUTepueB. Takke [AOMHKHO ObITh yBenmuueHo uucio 1gG4+
TUTa3MaTHYECKUX KIIETOK B TKaHU. BONBIIMHCTBO HAOMIOJCHUM, OTBEYAIOIINX
JAHHBIM KPUTEPUSM, UMEIOT TUITHUHYIO KJIMHUYECKYIO KApTUHY U CEPOTIOTHUECKUE
OTKJIOHEHHS. VICKITIOUeHHEM SIBIISIOTCS CIIE3HBIE JKele3bl, B KOTOPhIX (prOpo3HbIe

U3MEHEHUS U 00NUTEepUpYIOMnid (paedUT MOTyT OTCYTCTBOBATD.
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o BepositHocTHBIe  THcTONOTMYecKHME  mpu3Haku  |gG4-cBsizanHOU
Ooonesnn. K gaHHON KaTeropuu OTHOCAT TE€ HAOMIOACHHUS, TPU KOTOPBIX
NPUCYTCTBYET TOJBKO | OONBIIOW KpUTEPUH WIM HUMMYHOTHCTOXUMHUYECKUM
METOJIOM HE BBISIBJIEHO JOCTATOUYHOE KOIMuecTBO 1gG4+ mma3zMaTuyeckux KIETOK.
B Takux HaOMIOACHUAX [MArHO3 CTAaBUTCS C YYETOM KIMHUYECKOW KapTHHBI,
W3MEHEHUH, BBISBICHHBIX IPU  JY4YEBBIX  METOJAX  HCCIECJIOBAHUM U
CEPOJIOTUYECKUX TAHHBIX.

o ['ucronornyeckne MpPHU3HAKHU, HEJOCTATOUYHbIE JMJii TMOCTAaHOBKHU
muarHo3a 1gG4-Cb. K HMM  OTHOCSAT TIpU3HAaKW, HE BONICAIIHME B
BBIIICTIEPEUNCIICHHBIE KaTeropuu. B HaOMIONEHUsAX, OTHECEHHBIX K JaHHOU
kareropun, auaro3 IgG4-Cb He o0s3aTenbHO HCKIO4YaeTcs. Bo3MoxkHble
OPUYUHBI 3TOrO — OLIMOKM B3ATHUSA MaTepuaina Ui UCCIENOBaHUs, W3MEHEHU,
BbI3aHHBIC TMPEAIICCTBYIOIIMM JICUEHHEM U Tporpeccus 3abojeBaHUs B
buOPOTUYECKYIO CTATUIO.

MuHUMAaNBHBIMU  KPUTEPUSIMU JIJII OTHECEHUsS BHOBb OOHApPYKEHHOTO
nopaxennss K  |gG4-cBs3anHol  Oosesnu  sBisiorcsa: (1) THmMYHBIC
TUCTOJIOTUYECKUE TIPU3HAKKM B COYETAaHWUM C TOBbImIeHHeM uyucia |1gG4+
IUTa3MTHYECKUX KIETOK W ToBbImeHHEeM cooTHomienus 1gG4/1gG, (2) Beicokas
koHueHntpanus [1gG4 B cbiBopoTke KpoBH, (3) XOpOIIMi OTBET Ha JICUCHHE
KOpTUKOCTEepouaaMu U (4) maHHbIC 0 TOpakeHuH Apyrux opranoB npu 1gG4-CB.
TunuuHble THUCTOJIOTUYECKHWE TPHU3HAKM OYEHb BaXKHBI, OJHAKO OJHUX WX
HEJIOCTATOYHO JIJIS1 TOTO, YTOOBI OTHECTH HOBOE nopakeHue k 1gG4-Cbh.

1.6. Caa3b IgG4-Cb ¢ HoOBOOOpa3oBaHUSIMH

Hecmotpss Ha TO, 4TO CBs3b MEXKAY NOBBIIICHHBIM ypoBHeM IgG4 B
CHIBOPOTKE KPOBH U OIyXOJSIMH BIEpBble Oblla OOHapyXeHa 3aJ0Jro [0
MOSIBJICHUS! KOHLENIUNA ayTOUMMYHHOTO nankpeatuta u 1gG4-cBsizanHoi 601e3HH,
JUIb €IWHUYHbIE HCCIENOBAHUS IMOCBALICHBI M3YYEHHUIO 3TOM mpobsiembl. M.

Daveau c coast. B 1977 roay onyOnukoBanu pe3ynbTarhl Habmoaenus 180
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Taomuna 1. KonmnuectBo 10G4-kneTok* B BOCITAIATENbHBIX HHMOMIBTPATAX
M

pexoMenayemoe s quarnoctuku 1gG4-ceszannoii 6one3nu (o Deshpande V. et
al., 2012)

Txanp unu opran™* JIBa u 6osee 6OaBIINX Opun GomnbIIon
FHCTI?;;;I;{;;KHX THCTOJIOTMYECKUAN
KpUTEpUH
MenunreanbpHas 000109Ka >10 >10
Cre3HbIC JKeNe3bl >1007 >1007
CIrOHHBIE JKEIIE3bI >100+ >100
JlumdaTraeckuii y3en >100 >50
Jlerkoe (0) >50+ >50
Jlerkoe (0) >20 >20
[1neBpa >507 >50
[Tomxenymounas xenesa (0) >50+ >50
[Tomxenynouynas >xene3a (0) >107 >10
Kemunsie mpoToku (0) >507 >50
XKemunsie npotoku (6) >10 >10
[Teuens (0) >507 >50
[Teuyens (0) >10 >10
[Touka (0) >307 >30
[Touka (0) >107 >10
Aopta >507 >50
PerponepuroneanbHoe >307 >30
IPOCTPAHCTBO
Koxa >200 >200
[Ipumeuanue:

T OTMEYeHA KaTeropusl BEICOKOBEPOSTHBIX MPU3HAKOB, OCTATLHBIC
OTHOCATCS K TPYIINE BEPOSTHOCTHBIX
* 00s3aTeIbHBIM YCIIOBUEM siBiIsIeTcs cooTHomenue 1gG4+/1gG+ >40%

** (0) — onepanMoHHBIN MaTepual, (0) — OMOTICHITHBIN MaTepral
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narnueHToB ¢ menanomoii [Daveau M. et al., 1977]. U3ydas u3meHeHHus ypOBHS
CBIBOPOTOYHBIX WMMYHOTJIOOYJIMHOB, aBTOPHI OOHAPYKIJIM, YTO KOHIIEHTPAIIHS
IgG4 noBeilaeTcs mapaliebHO YBEJIMUYEHUIO cTaauu 3aboisieBanus. [Ipu stom
aBTOPBI JIUIIH OMHCHIBAIOT OOHAPYKCHHBIC M3MEHCHUS, HO BO3JACPKUBAIOTCS OT
IIOCTPOCHHUS IIPUUMHHO-CICACTBeHHbIX cBs3eil. [Tosxke, D.A. Litvak ¢ coaBt. u P.
Karagiannis c¢ coasrt. [Litvak D.A. et al., 2004; Karagiannis P. et al., 2013]
JIETAJIbHO MCCIIE0BATIN MOJIEKYJISIPHbIE MEXaHU3MbI B3aMMOJICHCTBHS MEIAaHOMBI C
UMMYHHOM CHCTEMON W TMOMNBITAIUCH YCTaHOBUTH poib 1gG4 B pas3Butuu u
MPOTPECCUPOBAHNM OMyXOJd. Ha OCHOBaHWH TIIOMYYEHHBIX JaHHBIX aBTOPBI
NPUILIA K 3aKII0YCHHUIO, YTO KJIETKH OIyXOJdW 3amyckaroT cuHTe3 19G4,
OTIOCPEIOBAHHBIA MHTEPJICUKUHOM 10, ¢ 1eNnbi0 OJOKUPOBKU ITUTOTOKCHYECKOTO
abpdexra ITUMGPOIUTOB B OTHOIIEHUWU KIETOK MeEJIaHOMBI. TakuMm oOpa3oMm,
noBeillieHue cojiepxkanus 1gG4 B TkaHu, TpWIEKalled K OIyXOJU aBTOPbI
PaCIEHMBAIOT KaK OIMyXOJEBbIN 3alMTHBIA Mexanu3M. F. Tasli ¢ coaBr., uccrnenys
NaMWUISIPHBIA paK IIMTOBHJIHOM >KE€JE3bl, pa3BUBIIMICS Ha (POHE TUPEOUIUTA
XamuMoTa oOOHapykuiiu, 4to yBenuueHue  konmyectBa 1gG4-IIK B Tkanu
IMIUTOBUIHONW  KENEe3bl  acCCOLMUpYETCS C  TakKuMH  Oojiee  TUIOXUMHU
MPOTHOCTHYECKUM (aKTOpaMu, Kak MYJIbTH(OKAIBHOCTh U IKCTPAKAICYISIPHOE
pacripoctpanenue omyxouu [Tasli F. et al., 2014]

[To3xe ObUIM OMYyOJMKOBAHBI PE3YyJbTATHl HCCIEJOBAHUNA COYETAHHBIX
HaoOmonennit AUIT u 310kauecTBeHHBIX omyxojei [Raina A. et al., 2008; Migita
K. et al., 2012], B Tom uncne ¢ aumdpomamu [Sato Y. et al., 2008; Takahashi N. et
al., 2009; Cheuk W. et al., 2010]. Ormeuena cBsi3b 1gG4-Cb opOUTHI M CIIE3HBIX
KeJe3 ¢ pa3BUTHEM JMM(OMBI MapTUHAIHHOW 30HBI, OJIHAKO, BO3MOXKHO, TaKue
JUM(OMBI  UMEIOT WMHBIC TIATOTEHETHYCCKUE MEXAaHHM3MbI, YeM JIMM(POMBI
MapruHajabHOM 30HbI BHE cBs3u ¢ 1gG4-Ch [Ohno K. et al., 2015].

JlaHHbIE O pHUCKE pa3BUTHS paka y TMAIUEHTOB C ayTOMMMYHHBIM
MaHKPEAaTUTOM MPOTHUBOPEUYUBLI. BOJIBIIMHCTBO aBTOPOB CXOMATCS BO MHEHUH, YTO
PUCK pa3BUTHSI HOBOOOpa3oBaHmii y manueHToB ¢ AWII Beire, ueM B OMyJISIUN B

1ejaoM. beln onmcaHbl Ha6J'II-0I[CHI/I}I, B KOTOPBIX ITOCJIC XUPYPIrU4CCKOI0O JICUCHUSA
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ormyxonu npekpamanmck peruauel AUIT [Shiokawa M. et al., 2013]. Oxnaxo,
oonee mo3guue mcciaeaoanusa [Hart P.A. et al., 2014; Hirano K. et al., 2014]
MOKAa3bIBAIOT, YTO PUCK pa3BUTHUs paka B koropre mamueHToB ¢ AUII, xak 1o
ycranoBieHust quarno3a AUWIIL tak u mocne ero BepuduKaluyu U B JajdbHEMIIEM
HAOJNIOZCHUM HE TMpeBbIIaeT TakoBoM B  momymsnud. Hecmorps Ha
OTPaHMYECHHOCTh JAHHBIX, YK€ celuac MOXHO MPEeNoJIOKUTh, YTO B psle
HaOmoaennit AUIl HanpsiMyio CBsi3aH C OMYXOJBIO WIIM SIBISICTCS, TIO KpaiHen
Mepe, MapaHeoIUIaCTUUYECKUM IIPOIECCOM.

[Tockonbky npu auddepennuansaoi quarnoctuke mexay AUIL u pakom
MOJIKETYIOYHOM JKEJIE3bl PEKOMEHAYETCS MCHOJIb30BATh CHIBOPOTOUYHBIM YPOBEHB
IgG4, HexkoTOpbie aBTOpPHI HCCIEAOBAIM YPOBEHb ChbiBOpoTouHOro 1gG4 vy
NAlMEHTOB C OMNyXOJSMHU [aHKPEaTo-OMIMapHO-IyOJCHAIbHOM 30HBI  0e€3
npuzHakoB AMII. Bo Bcex Takux HCCIEIOBAaHUAX JOJs MALMEHTOB C
MOBBINICHHBIM conepxaHueM 1G4 B cbiBopoTke KpoBH He mpesbimana 10%
[Raina A. et al., 2008]. B apyrux ucciiejoBaHuSIX ObLIa MOKa3aHa BbIPaKCHHAS
UHOUIbTpAIUsl TKAaHW TIOJDKEITYJOYHOM Kejne3bl BOKpyr onyxomu 1gG4+
MIa3MaTUYECKUMH KJIETKaMH B OTCYTCTBUM mNpu3HakoB AMWII v MOBBILIEHHOTO
ceiBopotounoro 1gG4 [Harada K. et al., 2012; Yoneda M. et al., 2013]. Otu
JaHHbIE TPEACTABIAIOT OCOOBIM HMHTEpPEC, IOCKOJIBbKY MEPEKIUKAITCI ¢
pe3ynpTaTamMu uccieaoBanuil ypoBHs 1gG4 mpu MenaHoMax, MpeAcTaBICHHBIMU
BBIIIIE.

[IpuBeneHHbIe JaHHBIE TO3BOJISIOT CAENATh BHIBOJ O TOM, UTO CBsi3b 1G4 ¢
OMMyXOJIIMH, HEOOXOJAMMO  OLIEHMBaTh C JBYX No3uiuid. Bo-mepBsiX,
uHOUIbTpaAIUsl TpWIeKamux K omyxonu TkaHed 1gG4+ mmasmaTudyeckumu
KJIETKAaMU W HE3HAYMTeJIbHEe TMOBBIIMICHUE ChIBOPOTOUHOW KoHIeHTpamuu 1gG4,
BEPOSITHEE BCETO, SBISIOTCS PE3YIBTATOM OIIYXOJIEBOIO pocTa U mporpeccuu. Bo-
BTOpBIX, BBICOKUH YpOBEHb CbhIBOpoTOUHOrOo 19G4 naxe mnpu OTCYyTCTBUU
npuszHakoB AUII He uckmouaer Hanuuusa Apyrux nposineHui 1gG-CsizanHOM
00Je3HHU, TpPHU KOTOpbIX, Takxke Kak W npu AHWII Bospactaer puck pa3BUTHA

3J10Ka4YeCTBEHHBIX omyxoJei [Bernatsky S. et al., 2006; Hemminki K. et al., 2012].
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K coxanennio, HeOOJBIIOE YHUCTO KIMHUYECKUX HAOMIONEHHMH, a Takxke
OTCYTCTBHE pabOT, 0000IIAIONIMX UX PE3YIbTAaThl, OTPAHUYMUBAIOT HAIIHA MOIBITKH
PaCKpBITh MOJEKYJISIpHBIE MEXaHHM3Mbl B3auUMOJEHCTBHs cBsizu Mexnay 10G4 u

ONYXOJISIMHU.
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I'nasa 2

MaTtepuaj 1 METOAbI UCC/IEJOBAHMSA

PaboTa BbINOSHEHA B LIEHTPAJIBLHOM MATOJOTO0AaHATOMUYECKON J1abopaTopuu
denepanbHOTO TOCYIAPCTBEHHOTO OI0/KETHOTO HAy4YHOTO yupexkaeHus «Haydno-
UCCIIEIOBATENIbCKUA  HMHCTUTYT MOP(OJOTHMM ueJIoBeKa» W OCHOBaHAa Ha
KOMILJIEKCHOM ~MOP(}OJIOTHYECKOM H3YyYEHUU JAUArHOCTUYECKUX Ouomncuii u
OTIEPAIOHHOTO MaTepuaa, MoJy4eHHOM OT 89 MalueHTOB C OMyXO0JICIOI00HBIMU
MOPAXKEHUSMH  PA3IMYHBIX JIOKAJIW3alWil, HaXOJMBIIMXCS HA JICYCHUU B
MOCKOBCKOM 00JIACTHOM Hay4HO-HCCIEAOBATEIIbCKOM KIMHUYECKOM WHCTUTYTE
M. M.®. BraguMupCKoOro, a Takke HalpaBJIECHHBIX HA KOHCYJIBTALUIO U3 IPYTUX
nedeOHbIx yupexaenuit B 2009-2017 rr. Cpeau nmanueHToB ObUIO 53 MYXYUHBI U
36 sxennH. Bo3pact manuentoB kojnebaincs ot 30 go 84 ner, cpeaHui Bo3pacT
coctaBui 53,4+11.,4 ner.

B pe3ynpraTeé NpOBEAEHHOTO KOMIUIEKCHOTO HATOMOP(OIOrHuecKOoro
UCCIIEIOBaHUSI HAMU yCTaHOBJIEHO, UTO B 55 HaOmoaeHusx (62%) umena MecTo
IgG4-cBsi3anHas 00J€3Hb Pa3IUYHBIX JIOKaIW3aluid, a B 34 — BOCHAIUTEIbHBIC
npoiiecchl, He cBsizanHble ¢ [gG4. Cpenu nannentoB ¢ 1gG4-cBsi3anHON 00JI€3HBIO
ObLJIO 33 MyX4MHBI U 22 KEHUIMHBI B Bo3pacTe oT 35 10 84 neT, cpeHuil BO3pacT
coctaBmi 55,2+11,4 ner. B rpynne cpaBHenust 0bu10 20 My>K4uH U 14 KEHITUH B
Bo3pacte ot 30 mo 74 mer, cpegnuid Bo3pacT coctaBwi 50,6£10,8 ner.
Pacnipenenenne maiyeHTOB MO JOKATU3AIUN MOPAKEHHUM MPEICTABIICHO B TA0JINIIE
2.

I'ucrosioruvyeckne metoabl. Jlis  MOpQOIOrMYECKOr0 UCCIEIOBAHUS
Matepuan Obi1 pukcupoBan B 10% HeWTpansHOM 3a0ydepeHHOM (GopMamuHe
HEIMOCPEJICTBEHHO Tociie u3bATHs. ['McTomornyeckas mpoBOjAKa OCYIIECTBJICHA B
BaKyyMHOM amnmapare CTaHJAapTHbIM METOJOM C MCIOJIb30BaHUEM H30Mponuia u
sTaHosa. Marepuan 3anuBadd B OJIOKM TOMOTCHH3WPOBAHHOTO MapaduHa
TOJNMHOW 5 MM. ['HCTOJIOTMYECKHE Cpe3bl TONIIMHOM 4-5 MKM H3rOTOBJISIU

HCTIOCPCACTBCHHO IICpCA OKpallMBAHUCM TI'CMATOKCUIMHOM MW 303MHOM U
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ITIOCTAaHOBKOM MMMYHOTUCTOXUMHUYECKUX peaKuuu. MonTnpoBanue
TUCTOJIOTUYECKUX CpPE30B MPOBOJIMIIM HA IOJIOKUTEIBHO 3apSKEHHBIE CTEKJA C
BBICYIIMBAHUEM B  COOTBETCTBUM C  PEKOMEHAALMAMU  IIPOU3BOAMTEIIS.
[Tomyuennsie cpe3bl aenapa@UHUPOBAIM M OKpAIIMBAIM T€MAaTOKCUIMHOM U
DO3MHOM II0 CTaHAApPTHOM Meroauke. OKpalmnBaHWE Cpe30B IO BaH [ 'M30HY
IPOBOAMIN C MCIIONb30BaHHEM ToTOBbIX HaOopoB (Bio-Optica, Wramus) B
COOTBETCTBHHM C IMPHUJIATA€MOU HHCTPYKLUEH.

Tabmumna 2. PacnpeneneHue MalUeTHOB B 3aBUCHMOCTH OT JIOKAJIU3AIUU

MIOPAXKCHHSI.
Koa-Bo 19G4-
Jlokanmm3anus P E— CE ne IgG4
[TomxenynoyHas sxenesa 32 22 10
[IedyeHb, XKETYHBIN ITY3bIPh, KETUHBIE S 4
IPOTOKH ?
3a0pIOIKMHHOE IPOCTPAHCTBO 1 1 0
CHroHHBIC KeJe3bl 9 S5 4
Cie3HBIE KeNe3bl 9 5 4
Msrkue TKaH! TIa3HUIBI 5 2 3
[luToBHaHAs Kele3a 7 4 3
['opranb 1 1 0
Koxa 7 3 4
JlumpaTtrueckue y3ibl 6 3 3
ypeTpa 1 1 0
MynbTHOPraHHOE MOPaXKEHUE 2 2 0
CoyeTaHHe C OMyXOJIbI0 1 1 0
Bcero 89 55 34
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NmyHOrucroxummyecKui METOJ. NMMyHOTHCTOXMMHYECKOE
OKpallliBaHWE TPOBOJUIOCH AaBTOMATH3UPOBAHHBIM METOJIOM C ITOMOIIBIO
uMMyHorucTocTeiinepa Ventana BenchMark Ultra ¢ ngenapadunmzanueir u
JNEeMacKUpOBKOW B ammapate. B mopaxkeHHbIX TkaHsx, nommmo 19G, 1gG4,
u3ydaliach JKCIPECCUs psijia MPOYMX AaHTUTCHOB, CBS3aHHBIX C JIMMQPOHUIHON
tkanpto: CD138 CD3, CD20, Kappa, Lambda, - a takke CD34 wu
TJIaIKOMBITIICYHBIA akTUH. B Tabnwie 3 mpeAcTaBieHBl aHTHTENA, WX KJIOHBI U
NPOU3BOAMTENM, a TaKKe MCIOJb30BaHHBIE MJIi PEAKIHH  IPOTOKOJIBI,
BKJTFOYAIOIINE YCIOBHS JIEMAaCKUPOBKH M MHKyOanuu aHTUTEN. Bo Bcex cimydasx
WCITOJIB30BAIaCh CTAHJAPTU3MPOBAHHAS CHCTEMa JCTEKIHH C OCH3UIWHOBOM
METKOHM U HEMpsAMBIM MeTo0M BhisBiieHus UltraVIEWDAB 6¢3 10moiHuTeI5HOrO
YCWJICHHSI CUTHAJIA.

Mopdomerpuueckue METOIBbI. BripaxkeHHOCTD BOCTIAJINTEIIbHON
uHUIbTpau U (Guopo3a OLIEHUBAIU MOJTYKOJIWYECTBEHHBIM METO/IOM B Oajuiax
or 0 mo 3. Hekoropble MOPQOJOrHUECKH 3HAUYMMBbIE IS TudPepeHInanTbHON
nuarHoctuku  1gG4-Cb mnpuszHakm, a HWMEHHO: «BHXpeoOpasHbIi» (puodpos,
o0uTepupyronMii U HeoOsuTepupyromut  Giedbur, 303MHOPUIBHYI0 WU
HEUTPOPMIIbHYI0O ~ MHQWIBTPALUIO,  SIUTEIUONIHOKICTOYHBIE  TPaHYJIEMbI
OIICHUBAJIH 110 UX HAJIMYHUIO B TUCTOJIOTMUECKHUX CPE3ax.

AbGcomoTHOe 3HaueHne koaumdectBa Becex CD138+ IIK, IgG+ IIK u 1gG4+
[1K ompezaensiiiv B y4acTKax WX HaMOOJBIIETO CKOIUICHHUS B 3 TOJISIX 3pEHUS MPHU
yBennueHun oObektuBa 40 Mukpockorma AXio limager Al (Carl Zeiss) ¢
ILIOIIABI0 CBETOBOTO T0Jst 0,5 MM’ (KII0JIe 3pEHMS IPU GOJIBIIOM YBEINUCHHUM —
[13BY). Kpome mpenaraemoii B peKOMEHIANMAX OIEHKH cooTHomeHus 1gG4+
[TK/1gG+ TIK, Hamu Taxke omnpeaensiock cootHorienue 1gG4+ TTK/CD138+ IIK,
nons suMmdonuToB, 3kcnpeccupytonux CD20 u CD3, a Takke COOTHOIICHUE
JAsMOa M Kara 1erneil *UMMYHOTJI00YJIMHOB, YTO TIO3BOJIHIIO C/ACNIaTh 3aKIIOUCHUE
0 KJIOHAJTbHOCTH CHHTE3UPYEMBIX aHTHUTEII.

WnmoctpaTuBHBIA MaTepuan uis paboThl U MyOJuKaluid ObLT MOJyYEH C

IOMOIIbI0 THCTOJIOTMYECKOro ckanepa AperioScanScope. B orimuume or
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TpPaIUIMOHHBIX (oTorpaduil HCMIONB30BAHME CKAaHEpPa TO3BOJSET MOJIYYUTh
U300pakeHre BCEro MUKpOIIpenapaTa ¢ BO3MOKHOCTh pacCMaTpUBaTh JIIOOBIE €ro
YYacCTKH € YyBeJauueHHeM oObekTuBa A0 40, mpoBOAUTH MOP(HOMETPHUECKUE
U3MEepeHus, ToiydaTh HU@poBbie (oTorpaduu ydyacTKka TKaHU B OECIUIATHO
pacmpocTpaHseMoOM  IPOTpaMMHOM  oOecreuyeHMH W NP HaJIUYUH
JOTIOTHUTEIBLHOTO TIPOTPAMMHOTO 00€CIIeUeHUs POBOAUTD MOTYKOIMYECTBEHHBIN
aHallu3 U300paKeHUIl.

CrarucTuyeckuii Mmeroa. CraTHCTHUECKUH aHAIM3  KOJMYECTBEHHBIX
JaHHBIX TIPOBOJMJIN C HCIIOJIb30BaHMEM MporpamMMHoro maketa «Statistica 10.0».
O1eHKy KOJTMYECTBEHHBIX JAaHHBIX C HOPMAIBHBIM paclpeaeieHuEM MPOBOIMIN C
ucnojp3oBaHueM t-kpurepuss CTblojieHTa A He3aBUCUMBIX TIpynn. OLEHKY
KOJIMYECTBEHHBIX JaHHBIX C HEHOPMAJIbHBIM pacIpe/eIeHueM MPOBOAMIN
COINIACHO KputepusM ManHa-YuTHH, a Takxke merogoM Kpackuiia-Yosieca.
Pe3ynbrarel uccienoBaHUS IpEICTaBICHbl Kak cpefaHee apudmernyeckoe =+
ctanaaptHoe oTkioHeHue (M+c). 3a KpuTHYecKuid ypoBeHb 3HAUMMOCTH (p) MpHU

poBepKe rurnore3 Op110 mpuHATO 3HaueHue 0,01.
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Tabnuna 3. [lepeueHb HCMONB30BAHHBIX JII UMMYHOTMCTOXHMHUYECKOTO OKpAIIMBAHUA AHTUTEN U MapaMeTpOB

MIPOTOKOJIOB
Ne | AHTHTENO Kion [IpousBoautenn Pa3BeneHue Jj;é\ﬁl;)liﬂp oska (Oydep, g?:n}\]/g?uﬂﬂ
TeMIiepaTypa)
1 19G [TonukioH CellMarque RTU** CCl1, 36 mun 16 mun, 37 C
2 1gG4 MRQ-44 Monosan 1:100 CC1, 64mun 32 muH, 37 C
3 CD138 B-A38 CellMarque 1:200 CC1, 36 mun 32 muH, 37 C
4 Actin HUC1-1 Ventana RTU CCl1, 36 mun 16 mun, 37 C
5 CD34 QBENd/10 Ventana RTU CC1, 36 mun 16 mun, 37 C
6 CD3 2GV6 Ventana RTU CC1, 36 mun 16 mun, 37 C
7 CD20 L26 Ventana RTU CCl1, 64mun 32 muH, 36 C
8 | Kappa SP148 ;ri)(;lsr(]:?ence RTU CC1, 36 mun 32 wmuH, 37 C
9 | Lambda SP147 Spring RTU CC1, 36 Mun 32 Mun, 37 C
Bioscience

* bydep nna nemackupoBku CC1 — tpuc-6ydep, pH=8,0

** RTU — pa3BelieHHbIE peaKTUBbI, TOTOBbIE K IPUMEHEHHUIO
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I'nasa 3

Pe3ysibTaThl HCC/I€40BaHUA

Hamu Obuto um3zyueno 89 nHaOmrofeHUN OIMyXOJICTIOJOOHBIX IMOpaXEHUN
pa3nuYHbIX OpraHoB. B 55 HaOmoneHHsSX MO pe3ysibTaraM MPOBEJECHHOTO HaMU
KOMIUIEKCHOTO ~ MOP(OJIOTUYECKOTO  HUCCIECIOBAaHHUS  OMEpPAlMOHHOTO U
ouoricuiiHoro matepuana Obul yctanoBiieH nuarHo3 1gG4-Cbhb. Cpeau nmanueHToB
ObUT0 33 MYXKUYHMHBI U 22 XKeHIIWHBI. Bo3pacT manueHToB BappupoBai ot 35 g0 84
JeT, cpeaHuii Bo3pacT coctaBwin 55,2+11,4 ner. Bce wu3ydeHHble Hamu
HaOMI0IeHUST ObUTM CTPYNIUPOBAHBI B 3aBUCHUMOCTH OT JIOKAJIM3allMd OCHOBHOTO
ouara mnopaxeHus. Takoe neneHue OOYCIOBIEHO TEM, YTO B IOBCEAHEBHOM
KIMHu4Yeckon mnpaktuke rnepBbiM ¢ 1gG4-Chb crankuBaercs y3Kuil CHEIMAIUACT
(XUpypr, OKYJIHCT, SHAOKPUHOJIOT, TacTPO’HTEPOJIOT) a TakkKe TeM, 4TO
AHATOMHYCCKUN  TPUHIUI ~ TPYIIIAPOBKA  HCIOJB3YETCS  OOJBITHHCTBOM
uccienoparenei, uydaromux npoosnemy lgG4-Ch. [Ipu stom moapaszymeBaercs,
yTo 1gG4-Ch sBnsieTCss CUCTEMHBIM 3a00JI€BaHUEM U TICPBUYHOE TMOPAKEHUE TOTO
WIM WHOTO OpraHa He HUCKII0YaeT MOpPaXEeHWH JpYyrux OpraHoB U cHUCTeM. B
IpynIy CpaBHEHHs, KOTOPYIO cocTaBuiau 34 HaOmoneHHs, ObUIM BKJIIOYCHBI
MOpaXKEHUSI aHAJIOTUYHBIX OPTaHOB M TKaHew, He cBsa3aHHble ¢ [gG4: AUII2 tuna,
XPOHUYECKUA  TAHKPEAaTUT,  IEPBUYHBIA  CKJICPO3UPYIOLIMHA  XOJIAHTHUT,
HECTIeIIM(PUYECKHE BOCHAIUTEIbHBIE TOPAKEHUS CIE3HBIX M CIIOHHBIX Kelle3,

XPOHUYECKHUE IEPMATUTHI U IPYTHUE TTOPAKEHHUS.

3.1. 1gG4-cBsizaHHOe MopakeHue MOIKeTYT0UHO Keje3bl

B pesynpTaTe mpOBEAEHHOrO HAMH KOMILIEKCHOTO MOP(OJIOTHYECKOTO
HCCIIEIOBAHUS ONEPAIIMOHHOIO MaTepuana OOJbHBIX, ayTOUMMYHHBIA MAaHKPEATUT
(AUIT) ObuT TMarHOCTUPOBaH y 26 MAIMCHTOB, a XpOHUYECKUi mankpeaTut (XI1) —
y 6 marentoB. [Ipu stom B 22 HaOmoaeHusx umen mecto AUIT 1 tuna (19G4-
cBs3aHubiil), a B 4 — AUII 2 tuna. Cpeau nanuentoB ¢ AUII 1 tuma Obuto 18

MYX4YUH U 4 KEHUIUMHBI (COOTHOIIEHUE MYXYUH M KEHIIUH coctaBwio 4,5:1),
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BO3pacT ux konedancs ot 37 mo 72 ner, mpU 3TOM CPEOHHI BO3PACT COCTaBUII
51,7412,7 ner. Cpenu narmentoB ¢ AUII 2 tuna Obu1o 2 xeHmuHb B Bo3pacte 30 u
37 ner m 2 myxuuHbl B Bo3pacte 39 u 45 ner (cpeanuit 37,7+6,2 roga). Cpeau
nanueHToB ¢ XII Tuna Obu10 4 My KYUHBI U 2 )KEHIIUHBI B Bo3pacTe oT 29 110 66 net
(cpennuit Bo3pact 52,3+12,8 ner). B 17 (77%) nabmonenusx AUWIL 1 tuma
IpOSIBIWIICST cuMIIToMaMu o0beMHOTo oOpaszoBanust 10K, y 5 manuentoB (23%)
oTMedascst 00JIEBON CHHAPOM U siBJieHUs aucnencun. Y 3 manuentoB ¢ AUII 2 tuna
OCHOBHBIE Kajl00bl OBLIIM Ha OOJIM B AMUTACTpaIbHOM obsacTu. y 1 — mpeobiananu
CUMIITOMBl OOBEMHOI0 O0pa3oBaHUsI B TOJOBKE TMOKEIYJOYHOM JKEJIE3bl C
pa3BUTHEM OOCTPYKTHBHOM  KEITYXHU. B nabmogenusx XII nanueHTs
NPEABABISUIA KajJoObl Ha AUCKOMGOPT U OONMM B SIUTACTPUU, METEOPU3MOM,

HEYCTOMYMBBIN CTYJIOM CO CKJIOHHOCTBIO K THApEe.

[Ipu nyueBbix Metonax ucciegoBanus AWII 1 tuna xapakrepuszoBaincs
HaJIMYKMEeM TMpHU3HaKoB 00beMHOro obpaszoBanus [IK, pacmnonoxkeHHoro B o6iactu
rOJIOBKU >kene3bl B 14 HaOmonenusx (64%), tena — B 5 Habmoaenusx (23%) u
xBocta — B 3 HaOmoxaeHusx (13%), npu 3Tom y 15 manuMeHTOB 3TH TpPHU3HAKH
onpenessuiiuch Ha (hoHE BhIpAKEHHBIX AUG(Y3HBIX U3MEHEHUM TapEHXUMBI OpraHa.
IIpu KT u MPT uccnenoBannu nanueHToB ¢ AWII 2 tuma Bo Bcex HaOMIOACHUSAX
UMEJI0 MECTO YBEJIMYEHUE TOJIOBKM M TMPHU3HAKK aTPO(PUHU IUCTaIBHBIX OTIIETIOB
xenesbl, pu XI1 umeno MecTo HEOTHOPOAHOCTh CTPYKTYPhI TAPEHXUMBI JKEJIe3bI 32
CYET YepeJOBaHUsl 30H MOBBIIIEHHON U MOHM>XEHHOH IJIOTHOCTH, a TAK)KE MEJKHE

KaJIbITMHATHI.

Bocemu marnmentam ¢ AUIT 1 Tuma Obula BBITIOJIHEHA JOOMEpallMOHHAS
TOHKOUTOJIbHASI OHWOTICHS 00pa30BaHUs TMOJHKEITYA0YHON KEeJe3bl, M0 pe3yabTaTam
KOTOpOM B 5 HaAOIIOJEHUSIX OBLIO CIAEIaHO 3aKJIIOUYEHHE O HAJIMYUHU Y MalueHTa
MPU3HAKOB IPOTOKOBOM aJ€HOKAPLIMHOMBI IOJKETYIOYHOM JKene3bl, B 2
HAOIOICHUSIX — XPOHUYECKOTO TMaHKpeaTuTa, B | HAOMIOACHUM MaTepuan ObLI
npu3Had HeuH@opmatuBHbIM. [Ipu AUII 2 Tuna goonepaiioHHasi TOHKOUTOJIbHAS

ouoncust 00pa3oBaHUs MOMKETYAOYHON Keye3bl Oblia BBIMOMHEHA | MalMeHTy u
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CENIaHO 3aKII0YEHHE O HAIMYMH Y HETO MPU3HAKOB XPOHUUYECKOTO MaHKpeaTuTa. B
HaOmonenusx XII Owomcus Obla BBIOJHEHA TpEeM NAalMeHTaMm, BO BCEX
HAOIOIeHUAX ObUIO CAENAHO 3aKIIOYEHUE O HAJIMYMM MPU3HAKOB XPOHUUYECKOTO

IMaHKpCaTuTa.

VYposens IgG4 B CHIBOPOTKE KPOBU OBbLI OMpEAEICH Y 5 TaIMEHTOB C
AWII1 u BapsupoBas ot 23 10 48 Mkr/mn (cpenuuit yposensb 34,4+10,4 mkr/mi),
ypoBeHb 1gG4 B criBopoTke kpoBu npu AUII 2 tumna Obut onpenenex y 1 manuenta
u coctaBun 1,1 mxr/mn, y mamuentoB c¢ XII wuccrnenoBanue ypoBHs IgG4 B

CBIBOPOTKE KPOBH HE IIPOBOAUIIOCH.

Bo Bcex mpencTaBieHHBIX HAOMIOMCHUAX TAIlMEHTaM Obla BBITIOJHEHA
omepanus MaHKTEpaTo-AyoJeHaNbHOM  pe3ekiuu. [lpy  MakpocKomu4eckom
WCCJICIOBAaHUH OTIEPAIMOHHOTO MaTepuaia BO BCeX HAOMIOACHHSIX MOKEITyI0THAS
Kene3a ObUla yBENIMYeHa, IMJIOTHOM KOHCHCTEHIIMH, Ha pa3pe3e ee TKaHb Oblia
OJIHOPOJTHOM CepoBaTO-p0o30BOM Oe3 oyaroBbix oOpazoBaHuil (puc. 1). CnaBneHue

BHUPCYHTOBa MPOTOKa ObUTO 0OTMe4YeHO B 13 HabmoqeHMsIX.

i |‘unﬂih‘aix.‘i‘tﬁﬁ\'nm"{\ln'\'lm\m
13 14 18 16 11

Puc. 1. AyrouMyHHbII naHKkpeaTuT 1 Tumna.

\\un\T\u\uu,\m\\m\\\
18.719 .20

OnepanoHHbBIN MaTepua, BU Ha pa3pese.
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[Tpu cpOYHOM THCTOIOTUYECKOM HCCIIeNOBAaHUU BO Bcex 11 HabOmomeHusx
AUII 1 Tuna onpenensics BoIpaXeHHbIA (PUOPO3 TKAHU MOHKEITYA0YHOM KENE3bI C
pacnoyiokKeHHbIMU cpeu GUOpOo3HOW TKaHU J1e(POPMUPOBAHHBIMU MPOTOKOBBIMU
cTpykTypamu. Takke  ompenensanach  oyaroBas  JuMQoO-TuIa3MoLUTapHAs
uHunpTpanusa. B 8 HaOmoneHnax 1o pe3yibTaTaM CPOYHOTO THMCTOJIOTMYECKOTO
UCCJENOBaHMUS  OBUIO  CHEJIaHO  3aKIIOYEHHWE O HAIMYUU Yy  [alueHTa
3JIOKQYECTBEHHOW OMYyXOJM MOJKETyJA0YHOM JKene3bl, a B 3 HaOJIIoACHUAX
BBICKa3aHO MHEHHE O HEBO3MO>KHOCTH MOJHOCTBIO MCKIIOUUTH 3JI0KAYE€CTBEHHYIO

OIlyXOJIb.

[Ipy MIaHOBOM THCTOJOTHYECKOM  HCCICIOBAaHWUU  OIEPAIMOHHOTO
matepuana ot nanueHToB ¢ AWII 1 Tuma Bo Bcex HaOMIOACHUSX OBLIT BBISBIICH
(GubpO3 TKaHU MOMKETYyNOYHOU XKese3pl. PUOpo3 BOBJIEKAT MPEUMYIIECTBEHHO
JOJIbKH, HWMEN OTYETIMBO «JOJIbKOBOLICHTPUYECKUI» PHUCYHOK, TPH OSTOM
«BUXpeobpaszHbiii» Gudpo3 (puc. 2) 661 BeisiBIeH B 18 HabmoaeHusx (81,8%), aB 5
HaOmroneHusx (22,7%) ¢pubpo3 1 BOCHAIMTENLHBIA HHPHILTPAT PACIIPOCTPAHSIIUCH
Ha OKOJIONMAHKPEATHUECKYI0 JKHPOBYIO KietuaTky. B 9 HaOmogenusx (41%)
omnpenesnsiach BbipakeHHas auddy3Has auMm@o-TruiazMouuTapHas UHQUIbTpaius
TKaHU TOJDKETYI0YHOM *kene3nl (puc. 3), B 11 nadmoaenusx (50%) naduabrparms
Obima  nuddy3HON  yMEpeHHO-BbIpaXeHHOW, y 2 mauueHtoB (9%) —
cnaboBelpakeHHOW.  CpegHee  KOJWYECTBO  IUIa3MaTHMUYECKUX  KIETOK B
BocnanutenbHoM uHpuiIbTpare B 1 [I3BY BapsupoBasio ot 60 no 175, cpennee
KoJinuecTBO ux cocraBuwio 110,4+27,5 xnerok. B 18 wHaOmomeHusx cpeau
BOCIIAJIMTEIIBHOTO ~ WH(QUIbTpaTa  ONPEACISINCh  OJWHOYHBIC  JIMMQOUIHBIC
dboukysel, B 1 HaOMIOACHUN OHU OBUTM MHOTOYMCIICHHBIMH, 2 B 3 HaOIIOJCHUSX
oTcyTcTBOBaTu. B 10 HaOmMOIEHHSX B BOCHAIMTEIBHOM WHOUIbTpATE TaKKe
MPUCYTCTBOBAIA S03WHOMUIIBI, TPUUEM KOJIMYECTBO WX BapbHupoBaio oT 4 mo 20
kierok B [I3BY, cpenmnee wommuectBo cocraBmio 10,9+3,8. ITlepumpoTtokoBas
auMdo-miazMornuTapHas MHGUIbTpalus OblIa BbIsIBIICHa B 5 HabOmoaeHusx (B 1

Ha6J'IIOI(eHI/II/I OHa BOBJICKAJIa HC TOJILKO ITPOTOKKU MAJIOTO U CPCAHCTO JUaMCTpa, HO
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Puc. 2. Buxpeobpasubiii GruOpo3 TKaHU MOIKETYIOYHON KEITE3bI.

Oxpacka reMaTOKCUIIMHOM U 303UHOM, YB. 100.

Puc. 3. BeipaxxenHas tum¢oruiasMouuTapHas HHOUIbTPALus TKAaHU

MOJIKETYTIOYHOM kene3bl. OKpacka reMaTOKCWIIMHOM U 303UHOM, yB. 200.
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U KpynHble npotoku). [Ipusnaku ¢uebuta OblIM oTMeueHBl B 17 HaOmromeHUAX
AWUIT 1 Ttuna (puc. 3), nmpu d>1toM B 11 nHabmogenusx (50%) »to ObuI
obnmurepupyronuid ¢aeout. Atpodus anMHYCOB OoTMeuajach B 19 HabOmoaeHUAX
AUII 1 Tuna, creneHb €€ BBIPAXKEHHOCTH BapbHpOBaja OT HE3HAYUTEIBHOM [0
YMEPEHHOW U KoppeiupoBajia co creneHb (uoOpo3a. PeakThBHaAs rumnepruiasus
pEruoHapHbIX JUM(paTUYECKUX Yy3710B Obula BblsiBiieHa B § HaOmomenusx AUII 1
TUTIA, TPU ITOM B 2 HAOMIOACHHSIX TakKe ObUT OTMEYEH O0daroBbiii (Hhubdpos
auM(paTUYECKUX Y3JIOB W IUIa3MaTH3alldsg WX CUHYCOB. Y 0O MalMeHTOB TakKke
oTMeyanach JuMorutasMouuTapHas ~ MHQUIBTpALMS  SKETYHBIX  MPOTOKOB,

JKCIIYHOTO ITY3bIPpA U CTCHKH JKCIIydKa.

[Tpu MUKpPOCKONMMYECKOM HCCIIEJIOBAHUHU IpenapaToB oT nauueHTos ¢ AUIL
2 Tuma BO BCeX HAONIOACHUAX OMNPEACTSJICS BBIPAXEHHBIM (GUOpo3 C
npeoOialaHieM TEepUNpoTokoBoro ¢Gubposza («IMPOTOKOBOLICHTPUUYECKUI») U
C1a0OBBIpAKEHHAsE ~ XpPOHHMYECKash  BOCHAJIUTENbHAs  WMHOUWIbTpAIUs  TKaHU
MOJ/KETYIOYHOM JKene3bl (puc. 5), Mpu 3TOM pacmpocTpaHeHue ¢Guoposa U
BOCMAJMTEIBHOTO  MHQWIbTpATa Ha  OKOJIOMIAHKPEATHUECKYID  KIIETYaTKy
OTCYTCTBOBAJI0O BO BCEeX HaOmoAeHUAX. KOMMuecTBO MIa3MaTUYECKUX KIETOK B
BocnanuTenbHoM uHpuibTpate B 1 [I3BY BapsupoBasio ot 21 mo 85, cpemnee
KOJIMYeCTBO uX cocrtaBmwio 46,1+22,9 xkinerok. Taxkxe BO Bcex HaOIIOAEHUAX
OTIPECTSUITNCh TPHU3HAKA TOBPEKACHUS DIUTENNS MTPOTOKOB IMOKETYJ0YHON
JKeye3bl KIETKAaMM BOCIMAJeHHs] B BHJE SA3BEHHBIX JE(PEKTOB SIUTENNATbHON
BBICTHJIKM W MHOTOYHCIICHHBIX BHYTPUAMHUTEIUATBHBIX a0CIECCOB, COAEPKAIINX
OOJIBIIOE KOJIMYECTBO HEUTPOPUIBHBIX IpaHyJIoUMUTOB. Takue abcuecchl 0OBIYHO
XOpOIIO PA3NIUYUMBL. SI3BBI OBUIM PACHOIOKEHBI MPEUMYILECTBEHHO B MPOTOKAX
KPYIMHOTO KaianOpa, BRICTHIIKA KOTOPBIX ObLTa 3aMellleHa TPaHyJSIIIHOHHON TKaHbBIO
C MHOTOYHCIICHHBIMU HeWTpodunamu. B 2 nHabmoneHusx HEUTpoduIbHBIC
WHOUIBTPAThl 3aTparuBajid HE TOJBKO MPOTOKH, HO W JOJBKU TOJDHKEITYyI0YHOM
xene3pl. Bo Bcex HaOmogeHusix XII Ha QoHe yMEepHHOE BBIPAKEHHOTO
NEPUIYKTAIBHOTO, MEXJOJIBKOBOIO W  BHYTPUIOJIBKOBOrO (ubpo3a TKaHH

HO,Z[}KCJIy,Z[O‘{HOI‘/’I KCIIC3bI U BBIpa)KeHHOﬁ anO(I)I/II/I AIIMHYCOB JKCJIC3bI, OTMCYAJIACh
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(beOUT B TKAHU TOKETYOYHOM JKEIIC3bl.

17§

Heobmurepupytromu

4

Puc

yB. 100.

b

OKpaCKa TEMAaTOKCHUJIMHOM N 503MHOM

H KCJIC3bI ITPH

($udpo3 TKaHU MOIKETYJOUHOM

17§

[TepunpoTOKOBBI

5.

Puc

Okpacka reMaTOKCUJIMHOM U 303UHOM, YB. 40.

AUNII 2 tnna
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Al j‘é'.;gjk PRI

Puc. 6. Buyrpusnurenuaibhble adbcieccsl B mpotokax npu AUII 2 tuma.

Oxkpacka reMaTOKCUJIMHOM M 303UHOM, YB. 100.

Cnabas (2 mabmogeHus) U1 yMepeHHas JIUMQOIIa3MOIMTAPHON HHPUIBTPAIIUU C
MPUMECKHI0 P03MHOGUIOB U HEHUTpOo(DIbHBIX rpa”yjouuToB. B 1 HabGmonenun XI1
Oblla  BBISIBJIEHA TUIEPIUIA3Usi SHJIOKPUHHBIX  OCTPOBKOB.  Ompenensioch
pacuiMpeHre TMpPOTOKOB, B 2 HAOMIOJEHUSAX C SBICHUSMU METAIUIA3HH,CO
CKOIUJICHUEM B HHUX J03UHO(DHIBHOTO COJAEPKUMOTO, MPU TOM y 2 TAIMEHTOB
MPOTOKAX JKENe3bl OMPEACNSITNCh KaIbIMHATBL.  AOCONIOTHOE  KOJUYECTBO
MIa3MaTUYECKUX KJIETOK B BocmanuTeabHoM uHmibrpare B 1 I113BY Bapsuposao
ot 11 no 87, cpennee konm4ecTBO UX cocTaBwio 34,3+22.2 kneTok. Y 3 MaiueHToB
¢bubpo3 u BocmanuTedbHAS WHOUIBTpAIUS PACHPOCTPAHSUINCH HA TMPHUIICKAIIYIO
KUPOBYIO  KIeT4yaTKy. B 2  HaOmMOACHHWSX  UMEIM  MECTO  IPU3HAKU

HeoOnuTepupyromero ¢haeoura.

s IOATBEPKICHUS JAarLosa AUII OBLITO BBITNIOJIHEHO
MMMYHOTHUCTOXUMUYECKoe uccienaoranue. [Ipu atom Bo Bcex HabmoaeHusx AUII 1
TAMa OBUIO YCTAHOBJIEHO, YTO BOCIHAJUTEIbHBIA WHOWIBTPAT NPEACTaBICH
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TuM@GOIUTaMI ¥ TIJIA3MAaTHYECKUMH KJIETKaMH, MPU 3TOM CpEIHEE KOJIWYECTBO
IUTa3MaTHYECKUX KJIETOK, MMMYHOIIO3MTHUBHBIX ¢ aHTUTenoM k CD138 (puc. 7)
nocturano 101,2427.9 knerok B 1 II3BY (BapbupoBano ot 52 no 167 kieTok).
AbcomotHoe kKomuecTBO 1gG-mo3uTHBHBIX KJIETOK BapbupoBasio oT 50 g0 140 B 1
[13BY, npu stom cpeaHee ux coctaBuio 99,6+25,7. HeoOXxoauMo OTMETHTH, YTO
nojacueT 1gG-noN0KUTENBHBIX KJIETOK YJajdoCh MPOU3BECTH TOJIbKkO B 58%
npenapatoB (15 w3 26), MNOCKOIBKY B OCTaJbHBIX OOpa3lax OTMEYajaoch
BhIpaKeHHOE (oHOBoe okpammBanue (puc. 8). AoOcomorHoe umcio IgG4+
IIa3MaTUYECKUX KJIETOK B MHQMIbTpaTax BapbupoBayo oT 29 no 132, B cpenHem
coctaBmio 74,5£27,2 xmerok B II3BY (puc. 9). Coornomenue 1gG4+ u IgG+
MJIa3MaTHYECKUX KJIETOK BapbupoBaiio oT 53,7% no 100% (cpennee 75+12,6%). B
CBSI3M C 9aCThIM ()OHOBBIM OKpaIllMBaHUEM TpemnapaToB Ha IgG 1 HEBO3MOKHOCTHIO
onpenenenuss cootHomenus 1gG4+/1gG+ mia3MaTHyYecKuX KIETOK, HaAaMH OBLIO
ompeneneno cootHomienue 1gG4+/CD138+, koropoe BapsupoBasio oT 50,9% o
99,2% (cpemnee 72,4+12,3%). Ilpm WMMYyHOTHCTOXMMHYECKOM HCCIICIOBAHHUH
npenaparoB ot nanueHToB ¢ AWII 2 Tuma cpegHee KOJIUYECTBO IIA3MaTHYECKUX
KJIETOK, MMMYHOIIO3UTUBHBIX C¢ aHTuTenoM k CD138 Obuto B 2,4 pasa MeHbIe
(p<0,01) uem ipur AUII 1 tuna u gocturano 42,8+20,9 knerok B 1 [I3BY (puc. 10)
Cpennee xonmmuecTBO |gG-mo3uTuBHBIX KieTOK cocraBmio 42,1+20,8 kimetok B 1
[13BY. KomuuectBo 1gG4+ B BocmanmutenbHOM WHGUIbTpaTe cocTtaBmio 3,4+2,7
kiaetku (0-8), uro Ha 95,5% wMenbie, yem npu AUIT 1 Tuma (p<0,01) (puc. 11).
Cootnomrenue 1gG4+/1gG+ - 8,4+6,2% (0-21%), cootnomenne 1gG4+/CD138+,
kotopoe BapbupoBasio or 0 mo 20% (cpemuee 8,345,9%). Ilpu wusyuenuun
npenaparoB oT manueHToB ¢ XII cpemHee KOMMYECTBO TMIIa3MaTHYECKUX KIIETOK,
WMMYHOIIO3UTUBHBIX ¢ aHTuTeaoM Kk CD138 nocturano 314+22,6 knetok B 1 1I3BY
(11-87). Cpennee konuyectBo 1gG-m03UTUBHBIX KJI€TOK cocTtaBmio 29,9420 kireTok
B 1 II3BY (9-75), 1gG4 — 4,5£3,8 «kmetku (0-9), coornomenne 1gG4+/1gG+ -
13,248,2% (0-28,5%) coornommenne 1gG4+/CD138+, koTtopoe Bapsuposajio ot 0
no 27,6% (cpenuee 12,7+7,9%).
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Puc. 7. CD138+ nmna3maTuueckue KJIETKHA B BOCHAIMTEILHOM HHPUIBTpATE

MOJKEITYI0YHOMN JKeJe3bl, IMMYHHOTUCTOXUMHUYecKuit metos, X 400

Puc. 8. IgG+ kieTky B BOCHAIMTEIBHOM HHPUIBTPATE TKAHH MOKETYI0UHOM
*kele3bl. BeipaxkeHHOE (POHOBOE OKpaIllMBaHKE Iperapara,
UMMYyHHOTHCTOXHMHYeckuit meTo, X 200.
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Puc. 9. IgG4+mna3zmatuyeckue KJIETKH B BOCTIATTUTEILHOM HHPHUIbTpaTe

HO,Z[)I(@J'I}’I[O‘-IHO?I KCJIIC3HI, I/IMMYHHOFI/ICTOXHMI/ILIGCKHﬁ MCTOI, X 200
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Puc. 10. Konnuectso CD138+ B BocanuTebHOM HHPHUIBTPATE MIPU Pa3IMUHbIX

THUIIaX IMaHKpCAaTUTA.
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Konuuecteo IgG4+ knetok
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Puc. 11. KomnuectBo [gG4+ B BocnanutenbHOM HHGUIBTpATE MPU PA3TUIHBIX

THUIIaX ITIAaHKpCAaTUTaA.

Takum oOpazom, auddepeHimanpHas auarHoctuka AWII 1 Tuna
OCHOBBIBAE€TCS HAa OOHAPYXEHUU XAPAKTEPHBIX TUCTOJOTMYECKMX HM3MEHEHUU B
BUJIE BUXPEOOPa3HOTO ¢bubpo3a, BBIPAKEHHOMN 151 YMEPEHHOU
AUMQOTIIIA3MOLUTAPHON HHQUIBTPALMU, a TAKXKE MOBPEXKIACHUU COCYIOB BHJIE
o0JIMTEepUpYIONIET0O U HeoOnuTepupyromero ¢aedura, a TakkKe OMNpPeAeICHUN
abcomorHoro konmumdyectBa CD138, IgG, 1gG4, a Takxke MPOLEHTHOTO COAEPKaHUS
IgG4+ knerok (tabnuma 4). B cepum Hammx HaOMIOJEHUN MEXIYHAPOIHbBIE
kputepun 1o kKonmdectBy IgG4+ wnerok u cootHomenuro 1gG4+/IgG+ Obum

JTOCTUTHYTHI BO Beex HaOmoaenusx AUII 1 tuna.
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Tabnuua 4. Mopdonoruueckue 0cCOOEHHOCTH pa3IMYHBIX (POPMBI TAHKPEATUTA

IMoaTun AMUII 1 AUNUII 2 XI1
NAHKpeaTuTa
Xapakrep (pubpo3a | BHYTPUAOJIbKOBBIN | IEPUNPOTOKOBHIN | [lepunpoTokoBbie,
MEXJ1I0JIbKOBBIM,
BHYTPHUJIOJIbKOBBIN
Buxpeo6pazHbiii Ectp Her Her
budpos
[TporoxoBsie/nons | Her Ectp Her
KOBBIE a0CIIECCHI
OcobeHHnocTu Jlumdo- JIumdo- Jlumdo-
BOCITAJINTEJIBHOTO | TUIA3MOLUTPAHBIMA | IUIA3MOLUTPAHbBl | TUIA3MOLIMTPAHBIN
uH(pUIBTpaTa UH(UIBTPAT C 1 uHQUIBTpaT ¢ | UHPUIIBTPAT C
IIPUMECHIO IPUMECHIO IIPUMECHIO
H03UHO(UIIOB HeHUTpouIIoB HEeUTpoPUIIOB U
H03UHO(UIIOB
1gG4 + >30 B [I3BY < 10 B II3BY <10 B II3BY
MJ1a3MaTUYECKUE
KJIETKH
CooTHomieHue >40% <40% <40%
1gG/IgG4
CooTHotieHue >40% <40% <40%
CD138/1gG4
Hannune guedura | O6nutepupyronu | [loBpexxnenue Heobnurepupytoi
nu COCYJIOB uit puedut
HEOOJIUTEPUPYION] | OTCYTCTBYET
uit hnedur
DnuTenui He n3zmenen N3ba3BieHue Bo3moxna
IPOTOKOB IPOTOKOB C MeTaria3us
HelTpoduiamMu
ATtpodus Bripaxena He Beipaxena Bripaxxena
alMHyCOB
I'panynemaro3noe | Her Bo3moxHO Her
BOCIIAJICHUE
Pacnipoctpanenune | [la Her a
bubpoza u
BOCIIAJICHUE 32
npenens! [DK
PeaktuBHas Jla HET na
TUMepIiazus
TuMQaTHIECKUX
y3JI0B
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3.2. 1gG4-cBsizanHOe mMNOpakeHHe TMeYEeHU, IKEJYHOr0 mMy3bIpss M
BHENEYEeHOYHBIX JKeJTYHBIX MPOTOKOB

B 5 nabmonenusax 1gG4-Ch nposiBunach mopaxxeHHEM IMEYSHH, KEITYHOTO
y3bIpsi U BHEICUYCHOYHBIX JKETYHBIX IPOTOKOB 0e3 coueranus ¢ AUIT (lgG4-
cBs3aHHbIN xXonaHrut, 1gG4-CX). B kadecTBe rpyniibl cpaBHEHUSI ObUIH OTOOpaHBI
4 nauweHTa ¢ mnepBUYHBIM ckieposupytomuM  xojaHrutoM (IICX). Cpenn
nanueHToB ¢ 1gG4-CX 6bu10 3 JKEHIMHBI U 2 MYXKYUHBI B BO3pacTe oT 46 j10 67
JIET, TIPX 3TOM CpeIHU Bo3pacT coctaBui 58,8+7,9 net. Cpenu marmenTos ¢ [ICX
Tuna ObUI0 3 MyX4HMHBI M 1 ’KeHIIMHa B Bo3pacTe OT 39 u 55 ner (cpenHuid
Bo3pact — 46+7,8 net). [Mammentsl ¢ [gG4-CX u ¢ I[ICX nmpeabsBiIsiIn CXOIHBIC
XKano0bl HAa TSHKECTh B MPAaBOM MOApeOephe, CHUKEHHUE amlmeThTa, CladoCTh,
MOXYJlaHHE, MIOIbEMBI TEMIIEPATYPHI B BeuepHee Bpemst 10 38-39°C.

[Ipu J5y4eBBIX MeETOJNAaX MCCIENOBAHUA BO BCEX M3YUYCHHBIX HaMHU
HaOmoaeHusaX 1gG4-CX ObUIM BBISBICHBI NPH3HAKH CY)KCHHUS M YTOJIIEHUS (70
1,3 cM) CTEHKH KpPYIHBIX JKETYHBIX MPOTOKOB, MPU ITOM y 3 TAIMEHTOB
OTPENIENISIIUCh OIYyXOJICTIOJJOOHBIE 00pa3oBaHUsi B 00JIACTM BOPOT TI€YECHH,
pasmepamu ot 4,5x4,5x3 cm go 15x14x10 cm. B mHabmogenusx I[ICX
OTIPEJICISUTUCh KOPOTKHE WM JUIMHHBIC CTPUKTYPHI KEITUEBBIBOIAIINX ITyTEH,
MepeMEeKaroNMecs C HOPMAJbHBIMU WM CJIErKa PACHIMPEHHBIMH MPOTOKAMU,
KOHIICHTPUYECKOE WM JKCLIEHTPUUYECKOE YTOJIIEHUE CTEHOK BHEIEUYEHOYHOTO
YKETYHOTO MPOTOKA

Y Bcex mnamuentoB ¢ 1gG4-CX B aHanmu3zax KpOBH OTMEYaJioCh
He3HaunuTenbHoe noBbienne kKounentpauu AJIC u ACT, konmenTpanus anbga-
deronporenHa Takke OblJIa HE3HAUYUTENbHO IMOBbINIEHA. YpoBeHb 10G4 B
CBIBOPOTKE KPOBH, OTIPEJIEeH OBl y 3 MalueHToB u BapbupoBai oT 21,2 no 31,5
Mkr/mi  (cpegnee 26,145,1 wmxr/mi). Ilpu IICX OCHOBHBIM W3MEHEHHEM B
OMOXMMHYECKOM aHajdu3€ KpPOBM OBbUIO TOBBIIMICHUE YPOBHS IICIOYHOMN
docdarassl.

HpI/I MaKpOCKOIMNMYCCKOM HCCIICJOBAHKUU IICYCHHU C |gG4-CB5[38,HHLIM
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MOpaKEHWEM Yy 2 TMAalMeHTOB ONPEISSUTICh OIYXOJICBUIHBIE 00pa3oBaHUS
pasmepom 2,5x2x2 cMm u 14x13x9 cm, cepoBaTo-0enecoBaToro 1BeTa, ¢ y4acTKam
KOPUYHEBATOTrO IIBETA, IJIOTHBIC, BOJIOKHUCTOTO BHJIa Ha pa3pese. Y 2 MalKueHTOB
B TKaHU TIEYCHU OMPEACILTUCH MHOKECTBEHHBIC OKPYIJIBIC OYaru guaMeTpom 1-2
MM KENToBaTo-OejecoBaTOro I[BeTa C UETKUMHU TIpaHuiiamMu. Bo Bcex
HAOJIOCHUSAX CTEHKA >KETYHOrO MPOTOKA U JKETYHOTO My3bIps ObLIa OerecoBarto-
cepoBaroro 1Bera, IwoTHags u yrommena ot 0,8 mo 1,3 cm. Ilpum
MaKpOCKOITMYECKOM HCCJIEIOBAHMM TKaHW TeueHu OoT manueHtoB ¢ [ICX
OTIPENEISUIOCh YTONIIEHUE CTEHKA KPYIMHBIX JKCTYHBIX IPOTOKOB 3a CYET
MIEPUIIPOTOKOBOTO pa3pacTaHms OEIECOBATO-CEPOBATON TKAHHU.

Y Bcex mnamueHtoB ¢ 1gG4-CX mnpu THUCTONOTUYECKOM HCCIEOBAaHUU
KYCOYKOB TKaHM W3 OOpa30BaHWI TICYCHHW, a Takke (PparMeHTOB TEYCHH U3
00JIaCTH BOPOT BBISABIISICA BBIPAKEHHBIN BUXpeoOpa3Hbiii (pudpo3. BripakenHas
mum@oriazMoruTapHas UHGUIbTpalus Obljla oTMEUYeHa B 3 HAOMIOJEHUsX, y 2
MalieHToB OHa Obuta yMepeHHOW. KoimdecTBO TMIa3MaTHYeCKWX —KIIETOK
BapbupoBasio oT 51 no 162 B I[I3BY (cpennee 93,3+36,1 kiietok). B nmopTanbHbIX
TpaKkTax OKpYXKalolmleld TKaHW TIeYeHH, OKe K mepudepuyeckuM OTAeinaM Ha
dboHe GUOPO3HBIX M3MEHEHHM OIpeAeisiach BBIpAXKEHHAs WHOUIbTpaIms
TuMGOIUTaMH, TUIa3MaTHYECKUMU KIETKAaMH W €IMHUYHBIMU 303UHO(HIaMH,
ouaroBasi mponudepanusi JKETUHBIX KaMWUIIPOB 0€3 MPU3HAKOB KJICTOYHOM
aTUNUHU, OJAMHOYHBIC JUMGOUAHbIE (POJUTMKYJIBI C IIEHTpaMH pa3MHOXKEHUs. B
CTCHKEC BHEIICUCHOYHBIX JKCITYHBIX TIPOTOKOB M JKEITYHOTO MY3BIPSA TaKKe
onpenesnsiach BeipakeHHas auddys3Has aumdo-miazmoruTapHas WHQUIbTpaIus
C TPHUMECHI0O D03WMHO(PHIOB M OJUHOYHBIMU JUM(POUTHBIMHU  (HOJUIUKYIIAMH,
pacIpoOCTpaHSIONMIASACS Ha BCIO TONIIY CTCHKH, a TakKe pacrpoCTpaHEHHBIH
«BHUXpeoOpa3Hbiiy (udpo3 (puc. 12), ouaroBas mnponudepamnus KETIHBIX
KamwuisipoB 0e3 Tpu3HAKOB aTtunuu. KoJMuecTBO TIa3MaTUYECKUX KIIETOK
BapbupoBasio oT 70 mo 93 B II3BY (cpennee 85+15,8 knerok). IlpuszHaku
obmuTepupyromniero ¢iaedbura ompenenuch y 2 TAlWeHTOB, B OCTaJbHBIX

HAOJIOJICHUSAX UMEJI MECTO HeoOmTepupyromuii haeour (puc. 13).
65



Puc. 12. JIlum¢omuiazmouutapHas nHQUIbTpaLUs U
BUXpeoOpa3HbIil GuOPO3 CTEHKH jkergHoro nmpoTtoka npu [gG4-CX.

Okpacka reMaTOKCUJIMHOM U 303uHOM, X100.

Puc. 13. OGaurepupyrouiuii ¢pieduT B cTeHke xemuHoro nporoka npu [gG4-CX.

Okpacka reMaTOKCUIMHOM U 303UHOM, X100.
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Mukpockonmyeckas kaptuHa npu IICX xapakrepuzoBanach HaIU4HEM
BBIpOXEHHOT0O B 3 HaOMIOACHHUAX © yMEpeHHOro B 1 HaOmoIeHUu
MPEUMYIIECTBEHHO  MEPUNIPOTOKOBOTO  KOHIEHTPUYECKOTO  «JIYKOBHUHOI'O)
¢bubpo3a ¢ yMepeHHO BBIPAKECHHOW JMM(OIIIA3MOIUTAPHON WHOUIBTpAITUCH.
Onurenud  KEMYHBIX  NPOTOKOB  aTpO(PUUHBIN, JNHUTENUATIbHBIE  KJIETKU
CMOpIIEHHBIE C MUKHOTHUYHBIMHU SAPAMH, MPOTOKH 0YaroBO HHQUILTPUPOBAHBI
muMmporMTaMd W TIa3MaTHYecKuMH  kietkamu.  CpemHee  KOJMYECTBO
MIa3MaTUYECKUX KJIETOK B MEPUIPOTOKOBON BOCTAIUTEILHOM HHPUIbTPATE
cocraBmiio 56,3+12,7 B [I3BY, uro Ha 60,3% Menbme yem npu IgG4-CX (p<0,01).
Ha Mecrte paspyiieHHBIX MPOTOKOB OMPEICISUIUCH OKPYTJbie pyOIsl. Menkue
MEXOJIbKOBBIC JKETYHBbIE TPOTOKA OTCYTCTBOBAIM. B TOpTaldbHBIX TpakTax
OTIPEETSUTNCH BOCTIAUTENbHBIE HH(MUIBTPATHI, TPEICTABICHHBIE TUM(OIIUTAMH H
MIa3MaTUYECKUMH KJIETKAMU C MPUMECHIO0 303MHO(DMIOB, BBISBISUINCH MPU3HAKU
XOJIECTa3a, a TaKXKe€ YMEPEHHO-BBIPAKEHHBIN (PUOpO3 MOPTAIbHBIX TPAKTOB 0e€3
(bopMHpoBaHUs BUXPEOOPA3HbIX CTPYKTYpP M IpoJmdepanus MEIKUX MPOTOKOB. B
CTEHKE KPYIHBIX JKEIYHBIX MPOTOKOB OBUT BBHISBIEH BBIPAXEHHBIN (PUOpO3 U
XpOHHMYECKasl BOCHalIWTeNbHAss WHOWIbTpanusa. B 3 HaOMIOACHHAX OTMEYaINCh
MPU3HAKK HeoOuTepupyromiero dgiedura.

[Ipy UMMYHOTMCTOXMMHYECKOM HKCCIICJOBAHUU YCTAaHOBJIEHO, YTO B
HaomoneHnsax 1gG4-CX 1gG4 konmmdectBo CD138-1103UTUBHEIX IIIa3MaTHYCCKHUX
KJIETOK B BOCIHAJUTENbHBIX WHOUIbTpaTax BapbupoBasio oT 53 g0 158, u B
cpenreM aocturano 91,3£34,9 knerok B 1 [I3BY (puc. 14) , npu 3TOM KOJIUYECTBO
TUTa3MaTHYECKUX KJIETOK, B KOTOPBIX OTMeYaaach MMMYHOPEAKIIHs C aHTUTEIaMU
k 1gG BapeupoBamo ot 53 mo 154 B II3BY (cpemnee 87,6+40 kieTOK)
NmmyHnopeakiusi ¢ antutenamu Kk 1gG4 omnpenensiercss B cpennem B 72,1+16%
IgG+ mmasmaTtuueckux kiaetok (puc. 15). Cootnomrenue 1gG4/IgG BapbrpoBaiio
ot 43,9 1o 100%. Cootromienne 1gG4/CD138 Bapsuposaio ot 44,8 10 97,5% u B
cpeaHeM coctaBwio 69,4+16,7%). B nabmoaenusix [ICX komuuectBo CD138-
MO3UTHUBHBIX TUIA3MATHYECKUX KIETOK B BOCTIAIMTEILHBIX HHPUIBTPATAX OBLIO B

1,7 pa3a nmxe uem npu IgG4-CX (p<0,01) u cocraBuio B cpeatem 55+11,6
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Puc. 14. CD138+ mna3matndeckue KIETKH B BOCIIAJIUTEIFHOM HH(PUIBTpATe

CTCHKH KCJIYHOI'O IIPOTOKA IIPH IgG4-CX, I/IMMYHHOFHCTOXI/IMH‘ICCKI/Iﬁ MCTOM,

x 400
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Puc. 15. 1gG4+ nmna3zmMarnyeckue KJICTKH B BOCIIATUTEIIBHOM HH(DMIIBTpATE CTCHKH

xemyHoro nporoka npu [gG4-CX, ummyHHorucToxumuueckuit meron, x 200
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kietok B 1 II3BY (BappupoBasio or 37 g0 76 xiertok) (puc. 16).

Nmmynopeakiust ¢ anturenamu Kk 1gG ormewanace B 52,2+10,4 xnerkax

(35-71). Cpennee xommuectBO lgG4+ murasMaTuueckux KICTOK ObUIO Ha

96,5% menbmie yeM npu [gG4-CX (p<0,01) u cocraBmio 2,5+1,8 kIeTok B
[13BY (puc. 17). Coornomenue 19G4/1gG coctaBuino 4,6+£3,2% (ot 0 1o

10%), cootnomenue 1gG4/CD138 cocraBuiio 4,3+2,9% (ot 0 10 8,9%).
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Puc. 16. KomnuectBo [gG4+ B BocnanutensHOM HHGUIBTpATE

npu 1gG4-CX u [1CX.
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Konuyecteo IgGd+ knetok
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npu 1gG4-CX u [1CX.
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3.3. 1gG4-cBsi3aHHOE MOpPaKeHHe OPraHOB I'OJI0BbI U 111eN

[TopaxeHust opraHOB TOJIOBBI U 111eW ObUTH BbIsBICHBI y 31 manuenTa. 1gG4-
Cb Obuta guarHocTupoBaHa y 17 mManMeHTOB, B ocCTalbHBIX 14 HaOMOAEHUAX
uMenu Mecto He cBs3aHHble ¢ 1gG4 mopaxenus. [lopakeHus r1a3za W €ro
MPUIATOYHOTO armapara ObUIM BBISBICHBI B 9 HAOIIOICHUSIX, CIIFOHHBIX JKeJle3 — B
9 nabmrofieHMsIX, y 7 TAIMEHTOB M3MEHEHUS JIOKAIM30BAJIMCh B ITUTOBUIHOMN
Keje3e, MITKUE TKaHW CTCHKH TJIa3HUIIBI ObUTH TIOPaXEHBI B S5 HAOIIOACHUSX, Y
OJIHOT'O MaIlMeHTa 0TMEYaJI0Ch MOPAKEHUE TOPTAHH.

IHopasicenue 2naza u e2o npuoamouHo2o annapama

[TopaskeHne r1a3a U €ro MPUAATOYHOTO anmapara ObUTO MPEICTABICHO 5-10
HabOmonennsmu 1gG4-cesa3anHoro gakpuoageHuTa. [Ipu 3ToM Bce ManueHThl ObUIN
YKEHCKOTO MOoJia, CpeTHUIM BO3pacT ux cocraBmi 42,2+5,4 rona, (BapsupoBai oT 38
1m0 51 roga). Bo Bcex mpeacTaBiIeHHBIX HAOMIOACHUAX TMAIlMCHTKH IMPEIbIBISUIA
’Kaj00bl Ha OTEK B 00JIaCTH BEPXHETO BEKU M OPOBU M OTPAaHMYCHHE TTOABHIKHOCTH
TJIa3HOTO sI0JI0KA, B OJTHOM HAOJIOIEHUN TAIMEHTKA TAK)Ke TIPEIbSBIISIIA KATOOBI
Ha Hamuuue 0oseBoro cuHapoMa. CpemaHsst MPOAOKUTEILHOCTh 3a00JICBAaHUS 10
MOMEHTa OOpalleHus 3a MEIUIIMHCKON TMoMollblo coctaBwia 1,8 mecsma. B 4
HaOIIOICHUSIX 00pa3oBaHUs OBLIM OJHOCTOPOHHHMH, B OJHOM HaOJIOJICHUHU
MMEJI0 MECTO JBYXCTOPOHHEE IOpakeHHe; Bce  oOpa3oBaHUs  ObLUIM
Majo0O0JIC3HEHHBIMU TP TMAJbIIAlMHA, BOBJICKAIM  CTEHKY  TJIA3HMIIBI,
pacrpocTpaHssiach Briayor ee. Bo Bcex HaOMIOACHMSIX C IENbI0 HCKITFOYCHUS
auMdonpoaudepaTuBHOTO 3a00JieBaHUS M 3JI0KAYECTBEHHOM OMyXOJju Oblia
BBITIOJTHEHA Ouoncus o0pa3oBanus. B 2 HaOmOAEHUSIX I TOATBEPKIACHUS
nuarHoza  1gG4-cBszanHOM — OoJie3HM  ObLIa  HMCCIIEIOBaHA  CHIBOPOTOYHAS
KOHLIeHTpanusi uMmMmyHornoOynuHa [1gG4, koTopass oka3anach 3HAYUTENIBHO
MOBBIMNIEHHON (42 U 35 MKI/MJI COOTBETCTBEHHO, IIPH pe(PEPEHCHBIX 3HAYEHUSIX
MEHEee 2 MKI/MI).

[Ipy rucTOIOTMYECKOM UCCIACJOBAaHUU BO BCEX HAOJIOJCHUSIX Oblia
BEISIBJICHA BBIpaKeHHAs U dy3Has 1 KpymHOoOodaroBasi TuMQo-Tia3MoIuTapHas

uHunbTparms (puc. 18), B 1 HaOMOAEHNN — C TPUMECHIO D03UHO(DHIIOB,
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napeHXuMbI xKene3bl. Bo Bcex HaOmoaeHnsx Ha poHe BuxpeoOpaszHoro pubdpo3sa (B
3 HaOMIOEHUSX — BBIPAKEHHOTO, @ B 2 — YMEPEHHOI'0) OMpeaesiack aTpodus
TKaHW CJIe3HOH okene3bl. [lpusHaku oOnutepupytomero Quedbura ObuH
oOHapyxeHbl B 3 HaOmoaeHusx 1gG4-cBs3anHoro makpuoanenuta (puc. 19), y 2
NAIMEHTOK OMpeesescss HeoomuTepupyomui ¢iedut. AGCOIIOTHOE KOTUYECTBO
MJIa3MaTUYECKUX KIETOK BappupoBaio oT 65 go 132 B 1 II3BY u B cpegnem
nmocturano 101,7+25,8 8 1 I13BY.

st moarBepxaeHus: auarnosa [gG4-cBsi3aHHOTO JaKpUoOaJeHUTa BO BCEX
HaOMIOICHUSAX OBbUIO MPOBEACHO HMMMYHOTMCTOXMMHUYECKOE HccaeaoBaHue. Bo
BCeX HAOJIIOJACHUSIX B BOCMIAIMTEILHOM HMH(MUIBTpaTe ObLIHN BhIsIBIEHBI Kak CD20+
B-nmumdonmtel B Buge muMEGOUIHBIX CKOIUICHUN U (osuukynoB, Tak 1 CD3+ T-
JUM(OLUTHI, pacnoyiokeHHble TU(Py3HO U B CKOIUIEHUAX N0 mnepudepun
dbommkyno (puc. 20). CD138+ mrazMatndeckue KICTKH OBLIM BBISBICHBI B
koiuuectBe A0 91,9426,2 B 1 II3BY (Bapsuposaio ot 53 go 124 knerok B [I3BY).
KomndectBo 1gG+ 1murasmaTuyeckux KIETOK cocTaBmwiio B cpemHeM 90,3+26,2 B 1
[13BY, npu stom 1gG4+ mma3zmatuyeckue kietku (puc. 21) cocraBuwim 0
74,2+12,5% Bcex 1gG+ mmasmaTudeckux KIeTok, a cootHomeHue [gG4+/CD138+
KJIETOK BapbupoBajo ot 52,7 no 94,1% (cpennee 73+12,4%).
Cpenan 5 HaOMIOACHUN TIOpaKEHUW CIIE3HBIX Keje3, He cBsizaHHbIX ¢ 10G4 y 4
MAIMEHTOB MMEJT MECTO HeCTeIUPUISCKUA TaKPUOANCHUT, Yy | TAlUeHTKH —
cunaapomM llerpena. Cpeau mamnueHToB ObUTO 3 JKEHIIMHBI U 1 My»)4uHa. Bo3pact
MalMeHToB BapbupoBan ot 39 no 61 roga m B cpennem coctaBuia 50,7+£9,7 ner.
[Ipn HecmenuduUecKkoM MTaKpPHOAIECHUTE ONPEACTIAIOCh YBEIMUYCHUE CIIE3HOU
JKeJe3bl, OHa OblIa YIUIOTHEHA U MaJo00JIe3HEHHA TIPU MaJbIIallid, KpOME TOTO B 3
HAOFOICHUAX MMea MECTO JIETKas TUIEPEMHUsT KOHBIOHKTUBBI M TIOBEPXHOCTHAS
WHBEKIHS COCYZIOB CKIIephl. B 2 HaOMIOAeHUAX Takke ObUT OTMEUEH HEOOJBbION
NTO3 Ha CTOpPOHE TMOpakeHus. [[BkeHus ria3a He ObUIM HApPYIIEHBI BO BCEX
HaOmoaeHusx. Ilpu cunapome IllerpeHa manmWeHTKa NPEIBABISI SKAIOOBI Ha
CYXOCTh TJIa3, OIIYIICHHWE MEeCKa B TJa3ax, CyXOCTh MOJIOCTH pTa. B KpoBU y Hee

OBLIN BBISBIICHEI AHTUACPHBIC aHTUTCIIA.
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Puc. 18. BocnanurensHas nHQUIbTpanus, aTpodus anHyCOB U 3aMEIICHNE TKaHU

cJIe3HOM xkene3bl puopo3om. OKpacka reMaTOKCUIMHOM U 303uHOM, X100

Puc. 19. BocnianuTenpHbli MPEeMMYIIIECTBEHHO TIa3MOKJIETYOHBIH

UHUIBTPAT CTEHOK COCYJIOB C O0JIeTepanueil mMpocBeTa BEHBI.

Okpacka reMaTOKCUJIMHOM M 303MHOM, X100.
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Puc. 20. CD3+/CD20+ kieTku B MHPHIBTPATE CIC3HOU HKEJIE3bl,

UMMYyHHOTHCTOXHUMHUYecKui Meton, X 100

Puc. 21. 19G4+ ma3maTuveckue KJIETKH B BOCIIAIMTEILHOM HHPUIBTPATE

CJIE3HOM JKele3bl, UMMyHHOTUCTOXUMHIYecKuit MeTo, x200
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[Ipy MakpOCKOMMYECKOM HCCIEIOBAHUM HaWOOJBIIMI pa3Mep CIIe3HON
xene3bl BapbupoBan oT 1,2 cm g0 3,4 cM, Ha pa3pe3e MOBEpXHOCTh €€ Oblia
cepoBaroi gonpyatoro Bunaa. [lpu cunapome llerpena pazmep xene3bl COCTaBUII
1,5x1,5x1,3 cm, Ha pa3pe3e oHa ObLIa BOCKOBUIHOM.

[Ipy THUCTONOTrMYECKOM UCCIEIOBAHUM B HAOIIOJACHUSX XPOHHYECKOTO
Hecnenru(puueckoro cuanaoaJeHUTa OMpeAesyiach BhIpaXXeHHash aTpodus 0JEeK
xene3bl Ha ¢oHe ymepeHHoro auddy3Horo ¢udpo3a W rHaIMHU3ANUA CTPOMBI.
[Ipusznaku BuxpeoOpazHoro ¢ubposza u obiauTepupyromiero ¢iaedura Bo Bcex
HaAOJIIOICHUSAX OTCYTCTBOBAIM. Y 2 MAalIMEHTOB ObUI BBIABIECH HEOOIUTEPUPYIOIIHIA
¢nedut. [Ipu cunapome lllerpena orMeyanach yMEpeHHO BBIpaXKCHHas aTpodus
JIOJIEK JKeJe3bl, BBIPAKEHHBIN pacnpocTpaHeHHbIH (uOpo3 0e3 NpHU3HAKOB
BUXPEOOPa3HOCTH, oOdvaroBas JUMQONUTapHAs WHOWIbTpAIUsA, MECTaMH C
dbopmupoBanueM (GOJUTUKYJIOB C IIEHTpaMH DPAa3MHOXKEHHS, a TaKke Co
CKOIUICHUSIMU IJIA3MAaTHUYECKUX KJIETOK B Mepudepruyeckux oTaenax JMMEGOUTHBIX
(b OTUKYIIOB.

[Ipy MMMYHOTMCTOXMMHUYECKOM HCCJIEIOBAHUM BO BCEX HAOJIOJECHUIX
HECTIeIIM(PUUECKOTO JaKpPHOAJACHUTa B BOCHAJIUTENFHOM WHQHUIbTpaTe ObLIH
BoIsiBIeHBI Kak CD20+ B-mumdommtel B Buae IUMQOMIHBIX CKOIUICHHUH U
dommukynoB, Tak u CD3+ T-nmumdonutel, pacnosoxeHHble AUGGy3HO U B
ckoruieHusX 1o nepudepnn doumukyiao. CD138+ mmasmaTudeckue KICTKH ObLITH
BbIsIBJICHBI B KosimuecTBe OT 1 10 9 B 1 II3BY (cpemnee 5+2,7 knerku B I[I3BY),
yro Obuto Ha 94,6% wmenbie npu 1gG4-cszanHoM pakpuoaneHute (P<0,01).
KomuuectBo 1gG+ mmazMarudeckux KJIETOK COCTaBWIO B cpenHem 4,9+2.8 B 1
[13BY, mpu srom 1G4+ mnazmartuueckue KiIeTKA ObutH eauHWYHbIMU. [Ipu
cungpome Illerpena kommyectBo CD138+ mrazmMatnueckux KIETOK COCTAaBHIIO
89+9,2 B 1 TI3BY, wu4ro Obmo Bcero Ha 3,2% wmeHbmie yem mpu npu [gG4-
cBsizaHHOM jgakpuoazgenute (p=1) (puc. 22,23). Ilpu stom kommuectso 1gG+
[Inazmatuueckux KjeTok BapbupoBajio oT 75 mo 97 kuerok B 1 II3BY (cpennee
87,3+11,2 knerku). Cpennee konuyectBo [gG4+ minazMaTnyecKkux KJIETOK — OT 2

1o 4 B [I3BY (cpennee 3+1 knetku B [13BY) (puc. 24, 25).
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Puc. 22. CD138+ mna3Matnyeckue KIETKH B BOCIIAIUTEIFHOM HH(PUIBTpATe

CJIC3HOM JKEJIE3bI IIpu CUHApPpOMA H_IerpeHa, I/IMMYHHOTI/ICTOXI/IMI/I‘IGCKI/Iﬁ MCTOM,

x400

Konuuecteo CD138+ nnaamaTtuyeckux Knetok
140

O CpegHee
120 L [] CpeaHee+Cr.ow.
T Cpeanee+Cr.otkn.

100
D @
80 |

60

40

20

Konuyecteo CD138+ nnazmatMyeckux KNeTok

1gG4-CBA3aHHOE NOpaXKeHne Cungpom Lerpena
Hecneunduyecknil 0aKpuoageHuT

Puc. 23. CD138+ nmmazmaTudeckue KJICTKH B BOCTIAIMTEILHOM HH(UIbTPATE

CJIC3HbIX KCJIC3.
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Puc. 24. Equnnunsie 1gG4+ mna3smaTiudeckue KJIETKA B BOCIATUTEILHOM

nHUIBTpaATE CIIE3HOU Keme3bl mpu cuaapome Lllerpena,

MMMYHHOTHCTOXUMHUYEeCKUi MeTo I, x400
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1gG4-cBA3aHHOe NopaXeHne CwHapom Werpena
Hecneunduyeckuin aKpnoageHuT
Puc. 25. 1gG4+ nnazmatudeckue KIETKH B BOCMAIUTEIbHOM UH(UIbTpATe

CJIC3HBIX XKCJIC3.
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IHopasicenue mazkux mrkamnei CMeHKu 21a3HULYbL.

Penkoii hopmoii 1gG4-cBsizanHo# 00JI€3HU C MOPAKECHUEM OPTaHOB TOJIOBBI
U II€U SBJISETCS BOBJIEYECHHUE B TATOJOTUYECKHM MPOIECC CTEHKH TJIa3HUIIbI,
KOTOPOE€ Mbl HaOMIOJAIH y 2 mauueHToB 54 u 62 ner. Y 3 mauueHToB B BO3pacTe
ot 47 no 61 roma (cpemnuii Bo3pact 54,6+7,1 j1eT) UMEI0 MECTO HE CBS3aHHOE C
IgG4 mnopakeHne MSITKMX TKaHEH TJA3HUIBI (MAUMOMATUYECKOE BOCIAJICHUE
MATKHX TKaHE Tia3Hulbl). Bce mnamueHTsl NpeabsSBISUIM  KaJIoObl  Ha
nepuoimyeckue 00 B BUCOYHOM 00JIACTH, HE CBS3aHHBIE CO BPEMEHEM CYTOK U
IJIOXO KYNUPYIOIIHECS HEHApKOTMYECKUMHU aHallbl€TMKaMH; a TakkKe Ha
«BBIMISTYUBAHUEY» TNaza. B 2 HAOMIOAEHUSIX HMMEIO0 MECTO IPAaBOCTOPOHHEE
nopaxenue, B 3 — neBoctopoHHee. [Ipy MPT opranoB rojoBel U IIEM BO BCEX
HaOJIOJICHUSIX OBUIO BBISIBJIEHO 00BEMHOE 00pa3oBaHHE, O00BEM KOTOPOTO
BappupoBas oT 254 o 400 mi B 001acTH CTEHOK TJIA3HUIIBI C BOBJICUYEHUEM
KPBUIOHEOHOW M BUCOYHOM SIMOK, @ TaKXe C MOPAKEHHWEM Ma3yXH KIMHOBHJIHOMN
KOCTH.

B o6oux nabmonenusx [gG4-cBsS3aHHOTO TMOpaXEHUS MATKUX TKaHEH
IJIa3HUIBI MALIMEHTaM Oblla BBIMOJHEHA AUArHOCTUYECKas MHIIM3MOHHAs OMOTICHS;
MpUCIIaHHbIE Ha HcchefoBaHue (parMeHThl ObUIM TMPECTaBICHBI CEPOBATOM
IJIOTHOM TKaHblO 0Oe3 odvaroBbix oOpaszoBanmii. Ilpu THCTONMOrMYECKOM
uccienoBanuu B HaOmoaeHusx [gG4-cBI3aHHOTO MOPaKEHHs] MSTKUX TKaHEu
IJIa3HULBI OMPENEIAIach BOJOKHHUCTAs COEIUHUTENbHAS TKAaHb C BBIPAXKEHHOU
muddy3Hoil MHUIBTpanued IUIa3MOIMTaMU M JUM(OUUTAMU C TPHUMECHIO
HEMHOTOYHCJICHHBIX 203MHO(UIIOB, a TaK)Ke BhIpaKeHHbIA (pubdpo3, y 1 maruenTa
«BHUXpeobOpasHoro» Buaa (puc. 26). B 1 HabOmogeHHH Takke OBUIM OTMEYEHBI
npu3HaKku obnurepupytoiero (paedura. KommyecTBo mia3mMaTiueckux KJIETOK B 1
[13BY Bapwsuposano ot 101 g0 123 u B cpegnem coctaBmio 113,5+7,8 KieToK.

JIByM TmanueHTaM ¢ HWJIMONATUYECKUM BOCHAJICEHHEM MSTKHX TKaHEu
IJIa3HUIBI OblJa BBIMOJIHEHA AMArHOCTUYECKas WHIIM3UOHHAs OWONCHs, Y OJHOTO

MaIeHTa BO BpeMsl ONepaliiy TKaHb 00pa3oBaHus Oblila HampaBieHa Ha CPOYHOE
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Puc. 26. Jlumdpomnnazmonutapaas nHGUIBTpaLUs U
BUXpeoOpa3HbIil GuOPO3 MCEBIOOMYXO0JIM OPOUTHI.

Oxkpacka reMaToOKCHIMHOM U 303uHOM, X100.

TUCTOJIOTMYECKOe  HccieoBaHue. Bo  Bcex Tpex  HaOMIOACHUAX  TIpU
THUCTOJIOTHYECKOM HCCJICIOBAaHUHM OBbUIM BBISIBJICHBI (DPAarMeHTHl BOJIOKHUCTOU
COCIMHUTENbHON TKaHu ¢ Au(QPy3HOH BBIpAKEHHOW B 2 HAOMIOACHUSIX U
yMepeHHOU B 1 HaOMI0JEeHUN BOCHAIUTENbHON MHOUIbTpaueil tuMdouutamu ¢
MPUMECHhI0 HEMHOTOYMCIIEHHBIX I1a3MoruToB (ot 3 go 12 knerok B II3BY, B
cpenHeM 6,7+3,5 KJIETOK) M €IMHUYHBIX 303UHOPMIOB. ®UOPO3 ObLT 0YArOBHIM
YMEPEHHO  BbIpakeHHBIM. [Ipu3Haku  «BuUXpeoOpasHoro»  ¢uobpo3a
obsurepupytoiero ¢iaeduTa OTCYTCTBOBaJIM BO Bcex HaOmogeHusx. B 1
HAOJICHUH UMEJ MECTO HEOOIuTepUupyomuil ¢haeour.

[Ipy UMMYHOTMCTOXMMHYECKOM HCCIEJOBAaHUM B  BOCHAJUTEIHHOM
uHpuneTpate Tpu [gG4-CBSI3aHHOM TOPAKEHUM MSITKUX TKAHEW TJIA3HUIIBI
CD138+ mma3zmarndeckue KIeTKH OBLIN BBIABIEHBI B KomuecTBe OT 89 no 101 B 1
II3BY (cpemnee komudecTBO KieTok 92,5+£11,8) (puc. 27), a xonuuectBo lgG+

ma3MaTudecknx kKietok cocraBwio 91,7124 B 1 TI3BY. Ilpu srom I1gG4+
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MIa3MaTUYecKue KJIETKH B cpemHem coctaBmsum  89,249% ot Bcex 1gG+
mazMatnyeckux Kiertok. KommuectBo CD138+ mimazMaTtuyeckux KIETOK IpHU
UJMOMIATHYECKOM BOCHAJICHUEM MATKMX TKAaHEW TJIa3HMIBI BapbUPOBAIO OT 2 10
11 xnerok 1 [13BY. Cpennee kommuectBo 1gG coctaBuio 5,1+2,6 kierku B [13BY,
koinuecTBo 1G4+ mnazmarnueckux KieTok BapsupoBasio ot 0 10 3 U B cpeHeM
coctaBumiio — 1,3+1 knetku B 1 II3BY.

Ob6ouM manmeHtaM, y KOTophix Oblio auarHoctupoBaHo |9G4-Cb ¢
NOpaXEHUEM  MSATKUX  TKaHEH  IJa3Hulbl, OBUIO  HAa3HAUYEHO  JICYCHHE
DIIOKOKOpTHKOMAaMu. Yepe3 2-4 Hemenu 1ociae Havajga JICUCHUS TpU
KoHTposibHOM MPT wmccrnenoBaHny OpraHOB TOJOBHI M IIEH OBLIO OTMEYEHO

YMEHBIIIEHUE pa3MepoB 00pa30BaHUM.

Puc. 27. CD138+ nmnazmaTuyeckue KJICTKH B BOCTIAIMTEILHOM HH(PUIbTPATE
MSTKUX TKaHel opOuTsl npu [gG4-cBsA3aHHOM MOpakeHUH,

UMMYHHOTHCTOXHMHUYEeCKui MeTo, x400
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Hopa.uceuue CJIIOHHbLX Jicesie3

IgG4-cBsi3aHHBIN  CKICPO3UPYIONTUNA CHA0aJCHUT OBLT BBIBICGH y 5
MalueHToB B Bo3pacte oT 45 no 74 net, cpennuii Bo3pact 61,6+11,1 ner. Cpenu
NaIlMEHTOB ObUIO 4 xeHIIMHBI U 1 MyxkunHa [lanueHTsl NpeabsaBiIsIIa KanoObl Ha
HaJIMYre OOJIC3HEHHON NPHUIYXJIOCTH B OOJACTH HIDKHEH dYemtocTH crpaBa (3
HaOmomeHMs) WM ciaeBa (2 HaOmiomeHus). B 2 HaOmMOACHUSAX  OHO
COMPOBOXKIATIOCH OO0JIEBBIM CHUHIAPOMOM. [Ipu myueBbIX MeTOoJax HCCIeAOBaHUS
OMpENIEIsIIOCh TETEPOreHHOe oOpa3zoBaHue, pasmepamu oT 1,5x1,5x1,2 cm 1o
2,8x2,5x1,5 cM, pacmoJIo)KeHHOE B 00JIACTH TOAYEIIFOCTHOM CIIIOHHOM jkene3bl. B
CBS3M C HEBO3MOXXHOCTBIO  MOJIHOCTBIO  HUCKIIOUYUTh  HOBOOOpa3oBaHUE
MOAYEIIFOCTHON CIIFOHHOM JKeJIe3bl, BCEM Mallu€HTaM ObLia BBIMOJHEHA Omepalus
AKCTUPHAIUU CITFOHHOM JKEJIE3BI.

[Ipr MakpOCKONMUYECKOM HCCIICIOBAHUU MPUCIAHHBIE 00pa30BaHUSI UMEIU
HelnpaBuiIbHYIO (opmy, Oyrpucteiii Bua. Pazmep ux BapbupoBan ot 1,4x1,3x1 cm
o 3,5x3,0x2,5 cm. Ha paspeze B 2 HaOmoJeHUSIX oOpa3oBaHUs ObUIH
MPEACTABICHBI JOJIbYATOr0 BUJA KEITOBATO-PO30BATOM TKAaHBIO C MPOCIOMKaMU
OenecoBaToil TkaHu, B 3 HAOMIOJEHUAX HA (DOHE JOJIbYATON CEpO-PO30BOM TKAHU
OTIPEJICISUTUCH KPYITHBIE YYaCTKU CepoBaTO-0eIecoBaTON TKaHH.

[Ipu rucTOIOrMYECKOM HCCIICIOBAHUU B TKAHU CIIOHHOW keje3bl Ha (oHe
COXpaHHOM JT0JIbKOBOM CTPYKTYPBI C 04aroBoii arpodueil alluHyCcoB ONpeAeIisiach
BBIpaXKEHHAasi KpyMHoo4aroBass MHOWIbTpaus JUMEGOIUTAMH U TIJIa3MOIIUTaAMU,
MecTaMu ¢ oOpazoBaHueM TUMMOUTHBIX (OJUTUKYJIOB C IEHTPAMH PA3MHOKEHUS.
B BocnmanmrensHbIX HMHPWIBTpATaX MPUCYTCTBOBAIO HEOOJBIIOE KOJIUYECTBO
no3uHOPuoB (0T 2 10 12 KiIeToK, B cpeaneM 6,8+3,4 kieTok). B 2 HabmroaeHusIx
OTIpEJIEISIICS YMEPEHHO BBIpXKEHHBIN (HUOPO3, mpu 3TOM (PrOpo3HBIE MPOCIONKH
paclpoCTpaHsJIUCh MEXIY JOJIbKaMH Kene3bl (puc. 28), B 3 HaOMIOJCHUSIX
OTMEYaJICSl BBIPAXKEHHBIH KPYMHOOYAroBwli prdbpo3. HeobxoaumMo oTMETUTh, YTO

BO Bcex HaOmoieHusax (uoOpo3 XapaKTepu30BaJICs «BUXPEOOPa3HBIMY PUCYHKOM.
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Puc. 28. JlumdbonnazmorutapHas HHGUIBTPALMS U

(GbuOPO3 TKAaHU CITFOHHOM JKEJIE3HI.

Okpacka reMaToKCUJIMHOM U 303uHOM, X100

B 3 mnabmiogeHusix wuMmen wecto obOmurepupyroomumidi  ¢uaedbur, B 2 —
HeoOnmuTepupytomuid. KomnuectBo mmazmarmueckux kierok B 1 TI3BY
BapbupoBaJIO OT 73 10 132 u B cpennem coctaBuiio 101+21,1 knerok.

[Ipy UMMYHOTHCTOXMMHYECKOM HCCIECOBAHUU B  JHUM(OIUTAPHOM
uHpusTpaTe ObLH BhIsBIeHB CD 138+ mia3MaTtnyeckue KJISTKA B KOJTHYECTBE OT
65 no 123 B 1 II3BY (cpennee — 91,7+20,6 xnetku); CD3+/CD20+ knerku B
unpunbrpate. KommuectBo  1gG+  miasmatuyeckux — KJIETOK — COCTaBUIIO
BapeupoBasio 89,24+20,8 knerok [I3BY. Ilpu atom 1gG4+ murazmaTudeckne KICTKA
cocTaBsud B cpeaHem 77,5+12,9% cpenu Bcex Tuia3MaTUYECKUX KIIETOK (pHC.
29).

B rpynmny cpaBHeHuss Obut oTOoOpaHbl 4 HAOMIOAECHUS XPOHUYECKOTO
Hecrnenuduaeckoro (IMMQoINMUTETUATBLHOT0) cuanoageHuTa. B 3 HabmomeHusx
3a0o0JieBaHUE OBLIO BBISBIICHO Y *KEHIIWH, B 1 HaOM0ACHUN Y My KYUHBI. Bo3pacT

nanyeHToB kojedaics ot 39 1o 61 roga (cpemuuii Bospact 50,8+9,7 ner). Bo Bcex
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HAOMIOCHUSAX OBLJIO OTMEUEHO IMPaBOCTOPOHHEE MOpakeHWe, B 3 W3 HUX ObLIa
MopakeHa TOAUYETIOCTHAS U B 1 HAOMIOACHUM — OKOJIOYIITHAsI CIIFOHHAS JKeJe3a.
EnnucTBenHO#l kamo0oif BceX MAlMEHTOB OBUIO HalMuue 0e300JIE3HEHHON
MPUIYXJIOCTU B 00JIACTH HUYKHEN YENFOCTH WX 3aJHEeH yacTu meku. [Ipu rydeBpix
METOJlaX MCCJICIOBaHUS BO BCeX HaOMOACHUSAX OBLIO BBIABICHO auddy3HOe
YBEJIMYEHHUE BOBJICUCHHOW CIIIOHHOM jkeye3bl. B 3 HaOMOACHUAX C MOpaKeHHEeM
MOTUETIOCTHRIX JKEJe3 IMalMeHTaM ObliIa BBITIOJHEHA JKCTUPMAIUS JKENe3bl, B
HaOJII0JICHUH C TIOPAKEHHUE OKOJIOYITHOM JKeJe3bl — JUArHOCTHYECKast OMOTICHS.
[Ipn MaKpOCKONMMYECKOM HWCCIICIOBAHUHA Pa3Mep MOAYCTIOCTHBIX CIFOHHBIX
xkene3 BappupoBait ot 1,8x1,5x1,5 cm mo 2,2x1,5x1,2 cM, Ha pa3pe3e TKaHb UX
OblJIa OJTHOPOJHOM cepoBaTO-p0o30BOM. [IpU THCTONOrHYECKOM MCCIIEIOBAaHUU BO
BCEX HAONIOJCHUS  HeCHenU(PUUECKOro  cHaloaJeHuTa Oblla  OTMEUYEHa
BBIpaKeHHass aTpodus anuHycoB, auddy3Has auMmdoruTapHas C IIPUMECHIO

IUIa3MaTHYECKUX KJIETOK B KomdecTBe oT 10 1o 32 B 1 II3BY BocnanurenbHas

50um

Puc. 29. 1gG4+ nna3marrueckue KJIETKUA B BOCMIATUTENbHOM UHPUIbTpATE
ctoHHOM kene3bl npu [gG4-cBI3aHHOM CHANIOaICHUTE,

UMMYHHOTHCTOXUMUYeckui Meto, X400
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uHOUIbTpast ¢  (QOPMUPOBAHUEM  MEPUNPOTOKOBBIX  JTUMGOIMTAPHBIX
WHOWIGTPATOB W HAJIMYUEM BHYTPUAIHUTCIUAIBHBIX JUMGOIUTOB B SIUTEIUU
MPOTOKOB.

[Ipy UMMYHOTHCTOXMMHUYECKOM HCCleqoBaHuu KkoiumuectBo CD138+
Ia3MaTUyecKkue KIeTKu B JuMdonurapHoM uHuUIsTpare Obuio B 4,9 pasza
menbie, ueM npu 19G4-ceszannom cuanoaneautre (P<0,01) (puc. 30) u
BapeupoBayio ot 11 go 32 B 1 [I3BY, cpennee xonmmaectBo 1gG+ mmazmMaTnyeckux
KJIeTOK coctaBwio 16,9+6,9 knetok 1 [I3BY. 1gG4+ mma3smaruueckue KIETKU
OBIJIM HEMHOTOYHCJICHHBI, MX KOJIHMYECTBO Koyeoanock oT 1 1o 6 xierok B II13BY,
yTo coctaBmwio 16,3+8,35% ot Bcex |G+ mma3MaTthdeckux KIETOK M ObUIO Ha

96% wmenbIe, ueM npu 1gG4-cesazannom cuanoanenurte (P<0,01) (puc. 31).

Konuuecteo CD138+ nnaamatnyeckux Knetok
120

O CpegHee

[] Cpeanee+Cr.ow.
T Cpeanee+Cr.otkn.
100

80

60

40 |

Konuuecteo CD138+ nnasmatuyeckux KNeTok

20 [ ]

[m]
M

IgG4-cBAzaHHOe nopaxeHne Hecneundgmueckuit cnanoageHut

Puc. 30. CD138+ ma3maTuyeckue KJIETKH B BOCIAIUTEILHOM HHPUIBTPATE

CJIFOHHBIX KCJIC3
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Konuyecteo IgG4+ knetok
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IgG4-cBA3aHHOE nopaxeHne Hecneundguueckuil cnanoageHut

Puc. 31. 1gG4+ nnasmarnueckue KJIETKMA B BOCMATUTEILHOM UHPUIbTpATE

CJIFOHHBIX KCJIC3

IHopasicenue wiumosuoHoll rcene3wl

Y 4 namuentoB 3aboneBaHme ObLI0 TpeacTaBieHo 1gG4-cBsS3aHHBIM
tupeonautoM. M3 HHUX 2 mamueHTa ObUIM MYKCKOTO M 2 — KEHCKOTO IM0Ja,
CpelHuil BO3pacT ux cocraBui 55,343,7 ner (BapsupoBai ot 51 mo 60 ner). Bo
BCEX  HAONIONCHWAX  MAMEHTH  MPENBABISUIM  KAJIOOBI HAa  HaJWuue
0€300JIe3HEHHOT0 O0OBEMHOTO 00pa30BaHUSl HA III€€ B TMPOCKIIUU IIUTOBUTHOM
xkenespl. [Ipu Y3U onpenensinock yBeIMYEHHE HIUTOBUIHOM JKEJE3bl, TKAHb €€
Obl1a rereporeHHod. B 2 HaOmoAeHUsX B CTPYKTYpE 3Kele3bl BBISIBISIIMCH
TUTI03XOTCHHBIE Y3JIbI.

Bce manentam Oblia BBITIOJTHEHA TOHKOUTOJIBHAS aCIIUPAllMOHHAST OMOTICHUS
IIUTOBUIHON JKEJNEe3bl, MO pe3yibTaTaM KOTOPOW B TpeX HAOMIOAEHUSX ObLI
MOCTABJICH JUArHo3 ayTOMMMYHHOTO THPEOUAWTA, a B OAHOM HAOJIOJCHUH —
NaNWUISIPHOTO paka UIMTOBUAHOW jkelie3bl. Bcem mamueHTaM Obula BBINOJIHEHA

TUPCOUIDKTOMMUAL.
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[Ipr MaKpOCKOMMYECKOM HCCIEAOBAHMN OMNEPALlMOHHOTO MaTepHalia Macca
IIMTOBUIHOM >Keje3bl BapbupoBaia ot 67 no 93 r (B cpemnem 77,3+8,6 1),
MOBEPXHOCTh €€ Oblla TJIaJKOW, Kalcyjla HHTaKTHas 0e3 YeTKUX TpaHull C
OKPYKAIOIIMMHU MSTKUMHU TKaHSIMH, KOHCHCTEHIUS ioTHas. Ha paspese TkaHb
IIMTOBUIHOM KeJie3bl BO BCeX HAOMIONCHUIX Obljla CEpOBATOTO IIBETa, OyrpucTasi,
0€3 4eTKO OTYEPUEHHBIX Y3JI0B.

[Ipy THUCTOMOTMYECKOM HCCIEAOBAHUN BO BCEX HAOMIOJCHUSIX B TKaHU
HIMTOBUIHOM 3keJie3bl Ha (hoHe aTpoduu (OILTUKYIIOB OMpPEAeIsiach BhIpaKeHHas
muddy3Has u KpynHooyaropasi JuMdouuTapHas HHQUIbTPALUS ¢ TUMPOUIHBIMU
dommukynamu (puc.32), B 2-X HaOJNIOJCHUSAX B BOCHAIMTEILHOM WHQUIBTPATE
TaK)K€ IPUCYTCTBOBAJIM 303MHO(QWIBI; BO BCEX HAONIONEHUSAX ONpenessics
BBIpOKEHHBIM TU(DPy3HBIA BUXpeoOpa3Hblil (UOPO3 HMIMTOBHIHOM *Keje3bl (puc.
33). B 2 wabmomenusx (GuOpo3 ©  BOCHAIMTENbHASA  HMHOUIBTPALUS

pacrpocTpaHsuIuch HeoOauTepupyromiero ¢piaedourta. KommyectBo

Puc. 32. Breipaxxennas nuddysnas numporiazMmorurapaas HHOUIbTPAIKs TKaH

IIUTOBUIHOM *kKene3bl. OKpacka reMaTOKCHIMHOM U 303uHOM, X400
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Puc. 33. KpynmHoouaroBsiii prGpo3 ¢ 04aroBbIM «BUXPEOOpPA3HBIMY» PUCYHKOM.

Oxkpacka o Ban I'm3on, x100

rma3matuyeckux kiuetok B 1 [I3BY BapeupoBano ot 128 no 174 knerok B [I3BY u
B cpemnem gocturaigo 150,3+15,2 kmerok. Ilpu wuccrmenoBaHUM  OTIACITHHO
MPUCIIAHHBIX JTUM(PATHYECKUX Y3J0B B 2 HAOMIOJIEHUAX BBIABICHBI YMEPEHHO-
BBIPOKCHHBIC MPU3HAKK PEAKTHBHOW TUMQaIeHOTATHH, B OJHOM HAONIOACHUU —
mudpy3HBINA CKIIepo3 TMMGPATHISCKOTO y371a B €T0 IIa3MaTH3aIlns.

[Ipy UMMYHOTHCTOXMMHYECKOM  HCCICIOBAaHUU B  JUMDOIUTAPHOM
nHduIbTpaTe ObLTH BhIsIBIeHB CD 138+ masMaTnyeckne KJISTKA B KOJTHYECTBE OT
99 nmo 151 B 1 II3BY (B cpemnem 122,7+19,3 wnerku). KommuectBo 1gG+
ma3MaTUYecKux kietok coctaBuio 111,2+11,9 knerox B 1 II3BY. Ilpu stom
IgG4+ mnasMartnueckne KIETKH B cpeaHeM coctaBuim 64,1+£8,2% ot Beex 1gG+

mIa3MaTudeckux KieTok (puc. 34), a cootnomenue [gG4+/CD138 BapwupoBaio

ot 47 o 71,6%.
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Puc. 34. 1gG4+ mia3maTudeckue KJIETKH B BOCTIAIMTEILHOM UHPUIbTPATE

HIPITOBPII[HOﬁ KCJIC3HhI, I/IMMYHHOFI/ICTOXI/IMI/I‘-ICCKI/Iﬁ MCTOM, x200

B TkaHm nmuMdaTHYECKOTO y3Jia TaKXKe OMPEAeIsIUCh MHOTOYHCIICHHBIC
CD138+ mma3martuueckue KJeTKH, mpu dToMm 1gG4+ minazmaTudeckue KIETKU
coctaBuin 6osee 50% Bcex 1gG+ mma3mMaTH4eCcKuX KIETOK.

Takum o00pa3oM, BO Bcex HAOMIOMECHUAX OBLIO CHACTAHO 3aKIIOYCHHE O
Hannunu 1gG4-cBsi3aHHOTO ayTOUMMYHHOT'O TUPEOUIUTA.

Jlyist cpaBHEHUS OBLITM OTOOPAHBI TIPenapathl 3 MAIMEHTOB ¢ AyTOMMMYHHBIM
TUPEOUIUTOM, HE CBs3aHHBIM ¢ |gG4. Bce mamueHTBI OBLIM JKEHCKOTO I0Jia B
BO3pacte ot 43 1o 62 net (cpenuuii Bo3pact 53,6+9,7 ner). [1pu makpockonmuec-
KOM HCCJICIOBaHUM IIMTOBUIHAA *keje3a auddy3Ho yBenudeHa, 0€3 Y3JIOBBIX
oOpazoBanuii. Ha paspe3e TkaHb >xeje3bl OJHOpPOJHAs, KOPUUYHEBO-XKeiTas, 0e3
04aroBeIX oOpa3zoBaHuil. B 1 HaOmrogeHWM ompenessics MexmoneBoi (Gpubdpos.
[Ipy MHKPOCKOMMYECKOM WCCIEAOBaHWM Ha (OHE BBIPAKEHHON aTpoduu
domnukynmoB B 3-X  HaOMIONEHUSAX  OTMEYalach  BBIpaKEHHas  JIUMQO-

ra3MonuTapHas HHOWIbTpalus ¢ GopMupoBaHueM JTUMOOUTHBIX (OJUTUKYIIOB C
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HEHTpaMu pa3sMHOXeHHs. Atpodus ¢ommukynoB. B 1 wnHabmonenun —
runepruia3us (QOoJUTUKYJIOB C KPYIMHBIMUA KJIETKaMH (DOJUTMKYJISPHOTO SITHTEIHS.
MHorouucienaple KieTku [toptisa. B 2 HaOmoaeHHsIX oTMedancs YMEpPEeHHO-
BbIp@XEHHBINA, B | — BbIpakeHHBIH (UOpO3 B Mpenenax Karcysbl jKenesbl, 0e3
Npu3HaKoB 3aBuxpeHus. [Ipu3naku oOnutepupyromero ¢guedbura OTCYyTCTBOBAIU
BO Bcex HaOmroeHusaX. KonmruecTBo mia3MaTuuecKux KJIETOK BapbUPOBAIO OT 89
1o 105 B 1 II3BY u B cpennem coctraBuino 100,2+5,3 kineTku.

[Ipy UMMYHOTHMCTOXMMHMYECKOM HCCJICIOBAaHMU B  JUMQOIUTAPHOM
uHpuIbTpaTe ObLTH BEIsIBIEHB CD138+ mazMaTndeckne KJISTKA B KOJTHYECTBE OT
79 nmo 110 B 1 II3BY (B cpemnem 91+8,7 knerku). KommuectBo 1gG+
IIa3MaTHYECKUX KJIETOK cocTaBuiio 74,3+9,5 kinetok B 1 I13BY. KoanuectBo
IgG4+ mnasmarndecknx KieTok BapsupoBasio oT 4 no 10 B I[I3BY u B cpemnem
coctaBuiio 6,9+1,9. Knerok. CootHomenne 1gG4+/CD138 cocraBuio 7,5+1,8%, a

cootHomenue 1gG4+/ 1gG+ - 9,3+£2,5%.

IHopasxcenue zopmanu

B 1 nmabGmogenun mmeno mecto lgG4-cBsizaHHOE MOpakKeHHE TOPTAHHU C
pa3BUTHEM €€ CTeHO3a. BBUIY PEAKOCTH MOJOOHBIX MOPAXKEHUN MPUBOIUM ITO
HaAOJIO/ICHHE.

[Maument 74 ner moctynuin B JIOP-knmuuuky MOHUKU ¢ xanobamu Ha
OXPHUIUIOCTh T0JIOCA, 3aTPyAHEHUE JbIXaHUS TpH (HU3UUYECKUX Harpy3kax u
MPU3HAKaMH BBIPAXXEHHOT'O CTe€HO3a ropTaHu. [Ipu ocMOTpe BBISBICH OTEK MSTKHUX
TKaHEeWd B TMOJUYENIOCTHOM 00JIacTM M B 00JacCTU TOpTaHH, 0€300JIe3HEHHBIN MpHU
najgpnanuu. [lpu mpsiMoil JTapUHTOCKONUU B OOJACTH TOJOCOBBIX CKJIAJAOK M
CTEHOK TOpPTaHU OBLJIO BBIABICHO MOACIM3UCTOE OOBbEeMHOE oOpa3oBaHue O€3
YETKUX TpaHull. bblna 3amojgo3peHa 3JI0KaueCTBEHHAs OIyXOJib TOpTaHW, IO
MOBOJIy YE€ro HEOJHOKPATHO OBLIM BBIMOJTHEHBI OMOIICHMU Pa3JIMYHBIX OT/EIOB
rOpTaHd, OJIHAKO TIPU3HAKKM OIyXOJIEBOTO pocTa BO BCeX Owuomnrarax
OTCYTCTBOBadW. B o0mHOM ©3 OHONTATOB BBISBIEH YYacTOK BEPPYKO3HOTO

TUIEPKEPATO3a CIUZUCTOM OOOJIOYKU T'OJIOCOBOW CBSI3KHM C BBIPAXKEHHOW JHUMQO-
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TIa3MOIUTAPHONW MH(PMIBTpAIIMEn MOAJIekKAIEH COeTMHUTETLHOTKAHHON OCHOBBI
U CKJIEPO30M. BBIIO TPHHATO pelieHHe O BBIMOTHEHUU JIAPUHTOPUCCYPHI C
paciMpeHHON OMOIICUEN TOpTaHu, MPU KOTOPOW MOJyYEHbl KpyNHbIE (parMeHTh
TkaHu. [1o 3aBepiIeHno npoueAypsl MALUEHTY HAI0KEHA TPaXeoCcToMa.

Ha mnartonmoroanarommueckoe uccienoBaHue npuciaansl 4 (¢parmMeHra
CEepOBaTON TKAaHU C y4acTKaMH XpSILEBOHM IJIOTHOCTH oOHIMM pazmepoM 2,5x2,0
cM u tommmHOM 10 0,3 cMm. Ilpy TUCTONOTMYECKOM HCCIEIOBAaHUA B TKaHU
TOPTaHU U MPUIIEKAIIUX MATKUX TKAHSIX OINpeNessulach BbIpakeHHas AuQQy3Has
uHQUIbTpaus JAUMQPOIUTAMU U IUIA3MOLUTAMH, BBIPAKEHHBIN AUPQY3HBIN
(¢ubpO3 ¢ 0YaroBbIM «BUXPEOOPA3HBIM» PUCYHKOM M MEPEXOJOM Ha MpUIICHKAIIIE
K TOpPTaHW MSATKHE TKaHW, BKJIIOYAs IPWICKANIYIO IMOJYEIIOCTHYIO CIIOHHYIO
xKene3y; Npu3Haku ¢uieduta oTcyrcTBoBaIH. KOJIMYECTBO M1a3MaTUYECKUX KIIETOK
B | II3BY nocturano 113+£2,6. Takxke mMMena MECTO pEaKTHUBHAs THIEPILIA3UA
CIIM3UCTON 00OJOYKM TOPTaHU, MPU3HAKU OIYXOJIEBOI'O POCTA B UCCIEIOBAaHHOM
MaTepHuae OTCyTCTBOBAJIH.

[Ipy HMMMYHOTHCTOXMMHYECKOM  HCCIEIOBAHMUU B  JUM(OLUTAPHOM
uHuiIbTpaTe 6buH BhIsIBIEHB CD 138+ mmasmarnyeckue KIETKH B KOJIHMUECTBE 10
90+2 B 1 II3BY; xommuecTBo 1gG+ mrazMaTndeckux KJIETOK cocTaBuiio 87,3+2,5 B
1 TI3BY. Ilpu stom 1gG4+ nnazmatudeckue kieTku cocrabuim 68,3+2,1% ot Bcex
|G+ nmnazMaTu4ecKux KIETOK.

[TarmeHnT OBUT BBINMCAH W3 CTAalMOHAapa C TPaxeoCTOMOM, JomMa CTajl
IIPUHUAMATh TpEnaparsl TIIOKOKOpTUKOUAOB. Yepes 1,5 mecsua mocne Hadana
npyemMa NpernapaTroB COCTOSHHME MALMEHTAa 3HAYUTENBHO YIYUIIMIOCH, SIBICHUS
CTEHO3a FOPTaHH PErpecCUpPOBaIIM, OJHAKO TPAXEOCTOMY PEIIEHO OBLJIO OCTABUTH
OTKPBITOM B CBSI3U C TEM, YTO Y JieHalllUX Bpaueld He ObLJIO MOJHOW YBEPEHHOCTH B
OTCYTCTBMM Y TMallM€HTa 3JI0KaYeCTBEHHOTO HOBOOOpa3oBaHUS TropTaHH. JIumib
yepe3 6 MecALeB MO0CE BBIMMCKY U3 CTalMOHApA U JICUEHUS KOPTUKOCTEPOUIaMU
ObLJIO BBIOJHEHO 3aKphITHE TPAaXxeocTOMbl Ha (OHE TOJHOM peMHCCHH

3200JI€BaHHUA.
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3.4. 1gG4-cBsi3aHHOe MOpaskeHne KOXKI

Ouenp penko IgG4-Chb mnporekaer ¢ MNPEUMYIIECTBEHHO KOXHBIMU
MPOSIBIICHUSIMU, KOTOpble Mbl HaOMoanu y 3 manueHToB. Bce manueHTsl ObuUN
myskckoro mona. CpenHuit Bo3pact manueHToB cocTaBmi 49+125 ner. Bo Bcex
MPEICTABICHHBIX HAONIOACHUSIX NAIMEHThl MPEIbABIIIN >KajJoObl HAa HAMYUE
0€300J1€3HEHHOT0 MENJICHHO PacTYyLIEro OJUHOYHOTO 0Opa3oBaHMs pa3iMuHON
JoKanu3auuu. JIuTenbHOCTh aHamMHe3a 3a00JIeBaHUs BapbHpOBasia OT 3 HEZAeINb
1o 24 Henenb, B cpenHeM coctaBuiia 11,7+10,9 nepenmu. IlepBuuHbIil odar ObLT
JIOKaIM30BaH B 00yacTy jeBoro mpemamieubs (1 wHaOmromenwe) w TymoBuma (2
HaOmoneHus). Popma Bcex o00pa3oBaHWid OblIa HEMPaBUIBLHOW, pa3Mep
BapbupoBai ot 1,5x1,0 cm 1o 17,0x8,0 cm (o6pa3oBaHue B 00J1aCTH MPEAITICYbS).
Bce o0pazoBanusi HE3HAYMTENHHO BO3BBIIAIMCH HAJ[ TOBEPXHOCTHIO KOXH U
IpECTaBIsUIn cOO0M MENKOOYIpHUCThIE YYAaCTKM THUIIEPEMHH, YEepEayIoIuecs ¢

OJieqHBIMU yyacTKaMHu (puc. 35).

Puc. 35. Usmenenus npu 1gG4-cBsizZaHHOM TTOPaKEHUH KOXKHU.
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[Ipy THCTOJIOTHYECKOM UCCIENOBAHUM BO BCEX HAOMIOACHUSIX ObLIa
BEISIBJICHA BBIPKCHHAS KpyITHOOYaroBast TuMQo-TIIIa3MOIUTapHas,
MPEUMYIIIECTBEHHO TEpUBACKYJIsApHAs HHPWIbTpauus jaepMbl  (puc. 36) ¢
dbopmupoBanreM JUMQPOUIHBIX (POJUIUKYJIOB C IIEHTpaAaMU Pa3MHOXKCHUS,
BBIpaKeHHBIN (HOpo3 aAepMbl ¢ npoiudepanueit MuohuOpoOIaCTOB U MEPEX0I0M
Ha TMOJKOXHO-)KUPOBYIO KJIETYAaTKy B OJHOM HaOmoneHuu; B 1 HaOI0aeHUU
bubpo3 nMen «BUXpeoOpasHbIi» pucyHOK. [Ipu3Haku BackyauTa ¢ 0OIUTEpaIUeH
POCBETa COCYJIOB HMMEIM MeCTO B | HaOMIOAeHUHM, y OJHOIO MalreHTa ObLI
BBISIBJIEH HeoOnmuTepupytomui ¢paedut. KommyecTBo mia3MaTH4eCKuX KIETOK B 1
[13BY BapeupoBano ot 139 no 206 xnerok B 1 II3BY u B cpeanem cocraBmiio
168,84+22,3 xneTKH.

JUIsT  MCKJTIOYEHUST OIMYXOJIGBOTO TOPAKCHHUS KOXH W TOATBEPIKICHUS
nuartosa [gG4-Cb 6bu10 MpoBeIeHO UMMYHOTHCTOXMMUYECKOE HcclieoBaHue. B
mumporuTapHoM UHPMIbTpaTe ObUTH BhIsiBIEHBI Kak CD20+ B-numbonuThel, Tak 1
CD3+ T-nmumdoruTsl ¢ He3HAYUTENbHBIM NpeobnaganueM B uHpmiIbTpate CD3+
auMmdoruTo; CD138+ mmazmaTudeckue KICTKH OBLIM BBISBICHBI B CPEIHEM B
komnuectBe 162,4+23 B 1 TI3BY (puc. 37). CD138+ mma3smarwdeckue KICTKU
coJiep Kalld JIETKHE 1eT MMMYHOTJIOOYJIMHOB Kak Kamma (puc. 38), Tak u aam0a
(puc. 39) B coornHomenun 2:1. KommvectBo IgG+ mnasMatuyeckux KIETOK
BapbupoBaio ot 128 no 190 knerok B 11I3BY u B cpennem cocraBmiio 156,1+21,2
B 1 II3BY. Ilpu stom cootHomenue |IgG4+/1gG+ mmasmMaTuveckux KICTOK B
cpeaHeM coctaBwio 76,4+21,3%, a cootHomenue IgG4+/CD138+ kietok
nocturano 73,5+20,6%. HeoO6xoqumMo OTMETUTH, YTO HH B OJHOM HAOJIIOICHHUU
konnuecTBo [gG4+ KIETOK HE JOCTHUTIIO HEOOXOAMMOTO YPOBHS, a UMEHHO 0OoJiee
200 xnetok B 1 II3BY (puc. 40), yctanosnennoro Konecencycom 2011 roga. [Ipu
3TOM HeoOxoaumoe mpoueHTHoe cooTHolueHue 1gG4/IgG ObLI0 TOCTUTHYTO BO
BCEX HAOJIIOICHUSIX.

Jl1st cpaBHEeHHS ObUTH OTOOpaHBI 4 MAIMEHTa, TOPAKEHUS KOXKHU Y KOTOPBIX

He ObLH cBsi3aHbl ¢ [gG4. Cpenn manueHToB OblIa OJTHA KEHITMHA U 3 MY>KUHHBI,
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Puc. 36. Boipaxxennas nuddysnas numdoriazmMonurapHas HHOUIbTpaLus

nepmbl. Okpacka reMaTOKCHIMHOM U 03uHOM, X400

Puc. 37. CD138+ kiieTkn B BOCIIAIUTEILHOM HHPHUIBTPATE,

MMMYHHOTHCTOXUMHUYECKUH MeTo, X400
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Puc. 38. Kappa B BocnasiutensHOM UHOUIBTPATE, UMMYHHOTHCTOXUMUYECKUN

meTon, x200

Puc. 39. Lamda B BocnanuTebHOM HHOWIBTPATE, MMMYHHOTHCTOXUMHYECKUH

meTon, x200
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Puc. 40. 1gG4+ nna3maTudeckue KJIETKA B BOCTIAIUTEILHOM HHPUIBTPATE,

Pt "
AL W

UMMYHHOTHCTOXUMUYeckui Meton, X400

Bo3pacT uxX Kkonebamcs ot 31 go 74 ner (cpemHmit Bospact  55+19,7).
[TaTomorudeckue MoOpa3oBaHUS KOXKH JIOKAJIM30BAINCH B 00NacTH Iuieda — 2
HaOmoneHus, B obnactu Oenmpa — 1 waOmiopenwe, y | manmeHTa HU3MEHEHUS
OTIpEICTUCH B 00JIACTH TIOJIOBOTO WieHa. J[JTTeIhHOCTh aHAMHE3a COCTABIISIIA OT

3 no 8 Hexenb (B cpeaneM 5+2,1 Henens). Bo Bcex HaOmoaeHUsIX 00pa3oBaHUs
UMENH OKpYTiaylo GopMy, IMaMeTp uX BapbHupoBail oT 4 10 20 MM U B CpeIHEM
coctaBui 11,5+6,6 Mmm. B 2 HaOmoaeHUsAX rpaHuilbl 0Opa3oBaHus ObUIM YETKH, B
2 — HEYSTKUMH.

[Ipy MUKPOCKONMUYECKOM HCCJIEAOBAHUM TPEMapaToOB, OKpPAIICHHBIX
TeMAaTOKCUJIMHOM M D03WHOM, B | HaOJIOACHWM B TIOBEPXHOCTHBIX OTHEIax
yMepeHHO (HUOPO3UPOBAHHON JI€pPMBlI OIpEAeNsuics, B T.4. NEPUBACKYJSPHO
omnpeaesuiach oyaroBasi MHQWIbTpanus dumMdonutamu 6€3 NpU3HAKOB aTUITHH U C
NPUMEChI0 THUCTHOIMTOB. Tak)e OMpeAensercs BHyTpUIEpMalbHas CIH3b U

(dbopMHUpOBaHUE «IICEBIOPO3ETOK» M3 JUMQPOLUTOB BOKPYT MYyYKOB KOJJIAT€HOBBIX
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BOJIOKOH. ClieJlaHO 3aKIII0YEHHE O HAJTUYUU y TMAIMEHTa KOJIbIEBUIHON SPUTEMBI.
B 2 nabmoaeHusaX npu MUKPOCKOITMYECKOM MCCIIEI0BAHUH BBISBIISIICS STTUACPMUC
C BBIPOKEHHBIM aKaHTO30M M THIEpKepaTo3oM. B momnexaiei nepme — cnadbiid
¢ubpo3 aepMbl M yMEpPEHHO-BbIpaXEHHasT WHOUWIbTpAIUS JUM(OLUUTAMHU C
JUXCHOUJBIM THUIIOM PACHPOCTPAHEHHUS W  SK30LUTO30M JUM(GOIUTOB B
AMUACPMHUC, B CBSI3U C YE€M BBICKA3aHO MPEANOJIOKEHUE O HAMYUKM y MaI[MEHTOB
NOOpPOKAUECTBEHHOTO0  JIMXCHOMIHOrO  Keparo3a. Y 1 manumeHta mpu
THUCTOJIOTUYECKOM HCCJIEI0BAHUM BOKPYT MPUJATKOB KOXKH, COCYIOB, a TaKXeE B
MOBEPXHOCTHBIX W  CPEAHHX OTAeNax JEepMbl  ONpEAeIsICS  IUIOTHBIN
uMpouuTapHbld  MHPUIBTpAT. OOUAEpPMHC HE u3MeHeH. HWHpuubTpar
NpEACTaBICH HEOONbIIUMH  JUM@pOUUTaMH O0€3 TMPU3HAKOB AaTUNUU U
IJIa3MaTUYECKUMU KJIETKAMH, KOJIMYECTBO KOTOPBIX BapbupoBaso ot 10 go 24 B
ITI3BY (cpennee 16,3+4,2 knerku B I[13BY).

JUist  WCKIIIOYeHusT  omyxoJsieBoro  mopaxkenus koxu, 1gG4-Cb wu
MOJNTBEPXKIEHUSI ~ AMarHo3a ObUIO  TPOBEACHO  HMMMYHOTHCTOXHUMHUYECKOE
UCCIIEJOBaHME.  YCTaHOBJIEHO, 4YT0  HH(uibTpar  npexacrasien  CD3
(npeumyniectBeHHO) 1 CD20-no3utuBHbIMU KileTkamu. CooTHomeHue CD4:CDS§
T-nmumdonuroB npubnuzutensHo 3:1. CooTHomleHHWe Karma W jJamMOaa He
n3meneno. CD138+ mia3martnueckue KICTKH OBUIM BBISIBICHBI B CpPEIHEM B
kommuectBe 14,7+£3,8 B 1 TI3BY; CD138+ mnmasmartudeckue KIETKH COJEp Kaiin
JIETKUE 1IeNd UMMYHOTJIO0YJIMHOB KakK Karrma, Tak ¥ JiaM0J/1a B cOOTHOIIeHUu 2:1.
Cpennee xonumyectBo lgG+ mmasmaruueckux kietok cocraBwio 10,6£3,9 B 1
[13BY, a 1gG4+ mmazmarndeckue KJIETKU ObUIM €AMHUYHBIMU U B CPEIHEM MX

koJimuecTBo cocrtaBwio 1,4+0,9 B 1 [I3BY.
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3.5. 1gG4-cBsi3aHHOe nopaxkeHne JTUMPATHUYECKUX Y3J10B

|gG4-cBs3anHoe mopaxeHne TUMGATHUYECKUX Y3JI0B Mbl HaOmoganu y 2
»KeHIIUH 44 u 83 5et u 'y 1 MyX4uHbl B Bo3pacte 63 ner. B 1 HabmoaeHun nmeno
MECTO TOpakeHHe JIUM(ATUYECKUX Y370B B O0NACTU HIDKHEW YENIOCTH, Y 2
NAIMEHTOB ObLIM MOPa)XXEHbI MOAMBIIICYHbIE TUMdaTuueckue y3ibl. [lanneHTo
NPEeAbIBISUIA >KajloObl Ha Hajguuue OoJe3HeHHOe O00beMHOe 00pa3oBaHUE B
COOTBETCTBYIOMIEH 001acTu. CO CTOPOHBI IPYTHX OPTaHOB U CUCTEM IaTOJIOTUU HE
BBISIBICHO. B CBf3M ¢ MOJO3pEeHHMEM HA HalW4Me 3JI0KAYECTBEHHOTO
HOBOOOpa30BaHMsA BCEM IMAlMEHTaM Obla BBINOJHEHA  OTKpbITas Ouoncus
IUM(}aTUYECKOro y37a.

[Ipy MaKpOCKONMYECKOM HCCIIECJOBAHUU  ONPEAENSIUCh  (parMeHTh
CEPOBATO-)KEJITOM IUIOTHOXJIACTHYECKOM TKaHW pa3sMepomM oT 2x2,5x1 cm no
3,5x3,0x1,5 cm,

IIpy TUCTOJIOTMYECKOM  HCCIENO0BAHUU IpernapaToB, OKpALICHHbBIX
F€MaTOKCUJIMHOM M 303MHOM, B TKaHU JUM(ATHUYECKOTO Y3J1a ONpeAesics
YMEPEHHO BBIpOKEHHBIN MuGQy3HBIH WM o4aroBbiii (Gubpo3 (puc. 41) ¢
MHOXeCTBOM  ¢GubpodsiactoB u  MuUopuOpodIacToB 0e3  «BUXPEOOPa3ZHOTO»
pPUCYHKA, BBIpaXXeHHas JuMQoIMTapHas HUHQWIBTpALUA C  IPUMECHIO
MHOTOYHMCIIEHHBIX IJJa3MaTH4ecKuX. IIpu3HakoB mOpakeHUs COCYIJOB HE
BBISIBJICHO HU B OJHOM HaOmojgeHuu. KosMmyecTBO Mia3MaTHUYeCKUX KIETOK B
BOCHAJIUTENIbHOM WHGUIbTpaTe BapbupoBaigo oT 131 go 155 knetok B 1 I13BY,
IIpU 3TOM CpelHee HX KoimdecTBO uX coctaBmwio 140,2+42 xknerku. Ilo
pe3yibTaTaM THMCTOJOTHYECKOro uccnenaoBanus 3amnono3pero 1gG4-Chb, B cBsizu ¢
YeM BCEM MalieHTaM ObUIO BBIIIOJIHEHO HMMYHOTHCTOXUMHUYECKOE UCCIIEJOBAHHUE.

[Ipy UMMYHOTMCTOXMMHYECKOM  HCCIEJOBAHMM B  JUM(OUUTAPHOM
nHpunpTpaTe Ob1TH BhIsiBIIeHB CD 138+ mazMartuyeckue KJIETKH B KOJTHYECTBE OT
115 no 136 knerok B 1 II3BY, cpeanee ux KoauuecTBO cocTaBuiao 123,4+6,2
kietok. KomuectBo 1gG+ ma3maruueckux KiaeToKk BapbupoBaio oT 110 go 135
kietok B 1 II3BY u B cpegnem cocraBuno 119,4+6,8 xnerok B 1 II3BY.

Cootnomenue 1gG4+/CD138 kierok BapsupoBaio ot 86,5 10 95,8% (cpennee —
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Puc. 41. ®ubpo3HbIie U3MEHEHHS TKaH! TUM(PATHIECKOTO y3JIa.

Oxkpacka reMaTOKCHJIMHOM U 303UHOM, X 40

Puc. 42. 19G4+ nia3maTudeckue KJIETKA B TKAaHU JIMM(PATHICCKOTO y3J1a

npu 1gG4-Cb, nmmyHHOrMCTOXUMUYECKHA MeToA, X100
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9043,2%) (puc. 42). Coornomenne 1gG4+/1gG BapsupoBamo ot 88,8 m0 99,1%
(cpennee - 93,1+4,1%).

Jlns  cpaBHeHus ObLI0 oTOoOpaHo 3 HaOmoACHUN HecnenupuIecKux
BOCMIAJIMTENBHBIX HE CBs3aHHBIX C¢ 1G4 mopaxenuit nuMdaTHuecKuX Y3JI0B.
Cpenu nmanueHToB ObLIO JBa MYKYMHBI U OJHA JKCHIIMHA B Bo3pacTe oT 46 10 61
roja. B onHoM HaOmoneHUM ObUIM MOPAKEHbI IICHHBbIE JTUMGPATUYECKUE Y3IbI
CIpaBa, BO BTOPOM — HAIKIIOUYNYHBIC JTUMGPATHICCKUAE Y3IIbI CIEBa, B TPEThEM —
JuMpaTUYecKe y3ibl MOAMBIIICYHOM 00JacTH crpaBa. [lanueHTsl mpeabsaBisid
*anoObl ~ Ha  0e300JIe3HEHHOE  YBEJIMYEHHE  JIUM(PATHUYECKUX  Y3JIOB
COOTBETCBYIOIIMX JIOKIM3aud. J[JIUTeNbHOCTh 3a00JieBaHUsI BapbUpoBaja OT 2
no 4 wsenmens. Ilpu ¢dusukanbHOM 00CIEIOBAaHUU OMPENEITUCH IUIOTHO-
DIACTHYECKUE  OJAWHOYHBIE HE CHasHHBIE C  OKPYKAIOIMIMMH  TKaHIMU
muMmpatryeckue y3ibl. B oqHOM HaOI0/IeHUN ObLIa BHITIOJIHEHA TOJICTOUTOJIbHAS
ouoricus, Tpyu KOTOPOU OMpENesINCh Melkue TuM@ouuTsl 0e3 atunud u 6e3
MIPU3HAKOB MHUTOTHYECKOW AKTHBHOCTH. BceM mamueHTaM ObLIO TPOU3BEICHO
JIMarHOCTUYECKOE UCCEUCHUE TOPAXKEHHOTO y3Ja.

[Ipy MaKpOCKONMMYECKOM HCCIEAOBAaHUU pa3Mep JUMGPATUUECKUX Y3JI0B
BappupoBai OT 2,5 cM g0 3,3 CM, OHHU HMEIH IUIOTHO-DJIACTUYECKYIO
KOHCHCTEHIINIO, Ha pa3pese ObLIN cepoBaTO-pO30BbIe 0 HOpoAHbIE. Karcyra y3ioB
HE3HAYUTEILHO YTOJIIIEHA.

[Ipy  TUCTOJIOTMYECKOM  HCCJICAOBAHMM  MPEMapaTroB,  OKPAIIEHHBIX
reMaTOKCHWJIMHOM U 303WHOM BO BCEX HAOJIOJCHUSX OINpeessaach TUIepIuia3us
GOJUTUKYJIOB € KPYIHBIMH aCHMMETPUYHBIMH IIEHTPaMH pPa3MHOXCHUS, B
MexGOTUKYIsIpHOM 30HE. Bo Bcex — HAOMIONEHUSIX BBISBISIUCH MEJIKUC
JUM@OIUTHI U TIIa3MaTUYECKUE KJIETKU B kosmdecTBe OoT 23 1o 56 B 1 II3BY,
CpeaHee UX KonmmdecTBO coctaBmio 39,8 +12.3 knetku. B 1 HaGmomeHnn uMen
MECTO yMEpPCHHO-BhIpaKEHHbIN (udpo3 kamcynsl. Bo Bcex HabmomeHHsIX
OTIPENCISUITNCh  «OTKPBITBIE» CHHYCBI C MHOXECTBOM THCTHOIIMTOB. B 2
HAOIOICHUAX B KarcCyje W MPUJISKAIIEH KUPOBOH TKAHW — CKOTUICHHSI MEJKHX

J'II/IMq)OHI/ITOB N aKTUBHUPOBAHHBIX J'II/IM(I)OHI/ITOB.
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[Ipy UMMYHOTMCTOXMMHYECKOM  HCCICIOBAaHWU  (DOJUTMKYIBI  OBLIN
IpeacTaBieHbl  npeumymectBeHHO CD20+., B MEXBOJUIMKYJISSHOW  30HE
onpenenuch CD3+ u CD20+ numdorutel. Konnuectso CD138+ mnazmatudeckux
KJIETKOK BapbupoBasio oT 20 g0 46 knerok B 1 II3BY, cpenHee nx KoauuecTBO
coctaBuiio 35,2+10,5 ximerok. KommdectBo I1gG+ mima3mMaTHyeckux KJIETOK
BapbHupoBasio oT 12 no 26 xmerok B |1 II3BY u B cpeanem cocraBuino 18,845
kietok B 1 [I3BY. KomnuectBo 1gG4+ mnazMatndeckux KJIETOK BapbUPOBATIO OT 3

1o 7 (cpennee — 4,8+1,4 KIeTKH) .
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3.6. 1gG4-cBsi3aHHOE OpPaKeHHe YPeTPhI

Penkum Bapuantom 1gG4-Cbhb sBisercs passutne 19G-4-cBs3aHHOM
BOCHAJIUTEIBHON CTPUKTYPHI YPETPbI, HAOJI0/IEHHE KOTOPOU MPUBEJCHO HIKE.

[TarmenT 60 5eT mocTymui ¢ kano0aMu Ha HapylIeHHE MOYEHCITyCKaHUs,
oclla0JIeHHe CTPYHM MOYHU B TEUEHUE HECKOJbKUX Heaelb. JJMarHoCTUpOBaH CTEHO3
Oynb003HOTO OTJENa YpPETPhbl, BEPOSTHO, IMOCTBOCHAIMTENbHBIN, OJHAKO NpH
yIIbTPa3ByKOBOM HCCJIEJIOBAHUU BBISBICHO OIMyXOJIEMOJ00HOE 00pa3oBaHUe
auamerpoMm Ao 1,5 cM, UMpKYJSIpHO OXBaThIBalolllee MPOCBET YPETPHL
3anogo3peHa BOCHAIMTENbHAS IMCEBAOONMYXO0Jb OylIbOO3HOTO OTHAENa YpPETPHI,
HEJIb3s1 UCKIIIOYUTh UCTUHHYIO OIyXOJib. BBIMOJHEHO XUPYPTUUECKOE HCCEUEHUE
CY’KEHHOTO OT/IEJIa YPETPBI € MOCIAEAYIOIIEHN TIITACTUKOM.

Ha mnaronoroanaroMuyeckoe HCCIEAOBaHUE MPHUCIAaH (PParMEHT YypeTpsl
pasmepom 1,5x1,5x1,6 cm, cTeHKka ypeTpsl Oemnas, mioTHas, yronmeHa no 0,8-1,0
CM, ITPOCBET Ha OTAEJBHBIX YUaCTKAX CYKEH JO TOYEYHOTO.

['uctonornyecku omnpenensuics (parMeHT ypeTpbl ¢ MpUIIeKaIIUMU
dbparmeHTaMu ry04yaTOTO TeJia TOJIOBOTO WIEHAa C BbIpaKeHHOW Auddy3HON
uHpuIbTparmen MMMOOIUTaMU U TUIa3MOIUTAMU, PACIPOCTpaHEHHbIM (hrOpo3oM
0e3 «BUXpeoOpa3HOro» pUCyHKa, a Takke 0e3 mpu3HakoB ¢ieduta. KonumdecTro
mazMarudeckux kietok B 1 I[I3BY gocturano 68,743,2. [Ipu3Haku OmyxoiaeBOro
pocTa B MPUCITAHHOM Ha HCCIIEJOBAaHUE MaTepHalie OTCYTCTBOBAJIH.

[Ipy UMMYHOTHCTOXMMHYECKOM  HCCIEIOBAaHUM B  JTUMDOIUTAPHOM
uHpunpTpaTe Ob1M BhIsiBIeHB CD138+ nmazMaruueckue KJIeTKU B KOJIMYECTBE OT
56 no 58 knerok B 1 [I3BY; cpennee xomuectBo 1gG+ mma3mMaTHYECKUX KIETOK
coctaBmwio 55£1 B 1 II3BY. IIpu stom 1gG4+ miazmaTudeckue KIETKH COCTABUIN
63,1£5,7% Bcex 1gG+ mmazMaTuuecKkux KIeTOoK.

Takum o6pazom, OBLIO clETIaHO 3aKIIOYeHUE O Haauunu y marueHTa 1gG4-

CBSI3aHOM BOCTIAJIUTEIbHON CTPUKTYPBI YPETPHI.
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3.7. 1gG4-cBsi3aHHOE MOpaxkeHHe 3a0PIOIIMHHOTO POCTPAHCTBA

B omnom nabmonenun |1gG4-Cb mposiBuiace B (popme 3a0prOIIMHHOTO
¢bubpo3a 0e3 cBSA3U ¢ ayTOUMMYHHBIM MTAHKPEATUTOM.

[Taruent 56 net, mocTymuia ¢ >kajnobamMu Ha Ooimu B 00JacTu JIEBOTO
Ta300€JpeHHOr0 cycTaBa IMpu xonabde. bonu Oecrnokonnayn nanuveHta B TeueHue 4
MmecsaieB. [lpu  ynbTpa3ByKOBOM HCCIEOBAHUU  BBISIBICHO OKKJIIO3MOHHOE
MOpakeHUE JIEBOM O€IpEeHHOM apTepuH, aTepOCKICPOTUYECKUE HN3MEHEHUS
OpromHoro otaena aopthl. [Ipy KOMIbIOTEPHO-TOMOTpadUUECKOM HCCIIETOBAHUU
BBISIBJICHO Cy)K€HUE 0OIei jJeBoi moaB3aoniHoi aprepun Ha 80%, HapyKHOU U
BHYTPEHHEW JIEBBIX MOJAB3IOIIHBIX aprepuid Ha 60% 3a cueT KaabLUMHUPOBAHHBIX
aTepOCKJIEPOTUUYECKUX OJISIIEK.

C KIMHUYECKUM JUarHo3oM «MynbTudokaibHblii arepockiiepo3. CUHIpoM
Jlepuma. OxkJr03us1 001IEH OAB3/I0IIHON apTepuu cieBa. XpOHUUECKAs UILIEMUs
HUKHUX KOHEUHOCTEM, 2 cTajaus» MalUeHTYy IPOU3BEICHA OMepalus aopTo-
OeIpEHHOr0 UIYHTUPOBAHUS, BO BpeMsl KOTOPOU B 3a0pIOIIMHHOM MPOCTPAHCTBE
ObLJI0O 0OHAPYKEHO TUIOTHOE 0Opa3oBaHue 0e3 YeTKuX rpaHull pazmepom 25,0x8,0
CM, B BHJIe MY(Tbl OXBaThIBAaIOIIEE AOPTYy M MOJB3AOILIHBIE APTEPUU U TECHO
CHasiHHOE CO CTEHKOH aopThl. 3aroJ03pEHO 3JI0KaYeCTBEHHOE HOBOOOpa30BaHUE
3a0pIOIIMHHOTO MTPOCTPAHCTBA, OblIIa MPOU3BEIcHa OUOIICHS 0Opa30BaHUSI.

Ha rucronornueckoe wuccienoBaHue ObLIM JOCTaBIEHbl 2 (¢parMeHTa
CEepOBATOM MJIOTHORJIACTUUYECKON TKaHU pazMepamu 2,0x1,5x1,0 cm u 1,0x0,8x0,7
cM. IIpu rucronoruueckoMm ucciieqoBaHuu 00a (pparmMeHTa ObUIM MPECTABICHBI
JKUPOBONW M BOJIOKHHUCTOM COEIUHUTEIBHOW TKAaHBIO C BBIPAKEHHOM JUMO-
TJIa3MOIUTAPHOW C TPUMECHIO P03WHOGUIIOB MH(HUIbTpaInueid, OJUHOYHBIMU
muMpouaHbIMA  (OJUTMKYJIAMU C  LEHTpPaMH Pa3MHOXKEHHS; BbIPAXKEHHBIM
OYaroBbIM «BUXPEOOpa3HbIM» (HUOPO30M BOKPYT COCYJOB M HEPBHBIX CTBOJIMKOB
(puc. 43), a Takke ¢ mnpu3Hakamu oOnuTepupyromero ¢uaedura (puc. 44).

KommuecTBo mia3zMaTndeckux KieTok gocturano 74,349 xknerok B 1 II3BY.
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Puc. 43. JlumdomnazmoruTapHast FHQUIBTPAHAS ¢ TUM(OUTHBIMH
boyMKy1aMu U «BUXpeoOpa3Hbliny (prudpo3 3a0pIOIIMHHOMN )KUPOBON KIETUATKH.

Oxpacka reMaTOKCHJIMHOM M 3031HOM, X 100.

Puc. 44. O6nutepupyromuii ¢piaeour.

Oxpacka reMaTOKCHJIMHOM U 3031MHOM, X200.
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[Ipy UMMYHOTHCTOXMMHYECKOM HWCCIICJOBAHUU OBLJIO  YCTAHOBJICHO, YTO
BOCTIAJIMTEIIbHBIA WHOUIBTPAT MPEACTaBICH JUM(OIUTAMH W TIa3MATHUYCCKUMHU
KkineTkaMmu; konumdectBo CD138+ mnasMaTnueckmx KJIETOK cocTtaBmio 69+8,2 B 1
I13BY. Cpennee komudectBo 1gG+ miasmMaTH4ecKuX KIETOK cocTaBmio 66,7+10,1
kietok B 1 TI3BY, a coortHomenue 1gG4-nommwxutensHbix (puc. 45) wu IgG-
MTOJIOKUTEIBHBIX TJ1a3MaTHUECKUX KIIETOK nocturaio 68,3+2,1%.

Takum oOpazom, OBITO cIEeTIAaHO 3aKIIOUEHHE O Hanu4nu y narueHTa 1gG4-
Cb, nposBUBIICHCS NPEUMYIIECTBEHHO PETPONEPUTOHECAIBHBIM (PUOPO30M B

dbopme mepruaopTUTa.
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Puc. 45. IgG4+nnazmarndeckue KIETKU B BOCTIATUTEILHOM

uHUIbTpaTE 3a0PIOMIMHHON KJIETYaTKU, UMMYHHOTHCTOXUMUYECKUN METO/I,

x 100
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3.8. MyabsTtHoprannoe IgG4-cBsizanHoe nopaskeHue

SABnssace cucremasiM 3aboneBanueM, |gG4-Cb Hepenko mpoTekaeT ¢
BOBJICYCHHMEM HECKOJIbKUX CHUCTeM opraHoB. B cepum Hammx HaOm01eHAN
mynsTHOpranHoe 1gG4-mopaxeHne MMeao MECTO y 2 MalMeHTOK B BO3pacTe 52 u
57 ner.

VY onnoit manmeHTKu 59 et 3abosneBaHue umeno Gopmy aumdbaaeHOnaTHH
C OIyXOJENnoJO0OHBIM MOpakeHHeM Tumyca. OHa mocTynwia ¢ xajnobdaMu Ha
OJIBIIIKY TP MUHUMAJIbHOW (DM3UUECKON Harpys3ke, JIMXOPaJKy, BBIPAKCHHYIO
oOmyro cinadbocts. [lepBbie npu3Haku 3a001eBaHUs MOSBUIUCH 4 Mecsilia Ha3al. 3a
MEAWIIMHCKOW TOMOIIBI0 HE o0paianach, CaMOCTOATEIBHO TMpPUHUMANA
aHTHOMOTUKH. Yepe3 [Be HeIenM OTMETHIIA YBEJIWYEHUE 3aThUIOYHBIX U
MOTYEITIOCTHBIX JTUM(ATUYECKUX Y3JI0B, TOSBICHUE IMSITHUCTHIX BBICHITIAHUM Ha
KOXKE€ TYJIOBMILA, KOHEYHOCTEH, NOBBIIIEHHE Temmneparypel Tena no 39 C.
OOpatwiiach K Bpayy IO MECTy JKHMTEIbCTBA, OBLI IOCTaBJI€H JUAarHo3
GOMMUKYIApHOW  aHTWHBI, MOMYENIOCTHOTO M MeHHoro  JIuMQaJeHHTa,
IPOAODKEHO JIeYeHHE aHTUOMOTHMKOM (HOBBIM MpemapaT) 0e3 MOJIOKHUTEIBLHOrO
addexra. T'ocnuranusupoBaHa B HHQPEKIHUOHHOE OTIEIEHUE, T[Je C ULEJbI0
mudepeHnanbHON  TUarHOCTUKKA MEXAY pPEaKkTUBHOW juMmdageHonaTue u
mumponponudepaTUBHBIM 3a00J€BaHUEM BBIMOJHEHA OMOTMCHS TMOJAMBIIIEYHOTO
auMdoy3na.

['McTronornyeckn pHUCYHOK CTPOEHHUS JHUM(ATUYECKOTO Y3Ja YaCTUYHO
COXpPaHEH, OMPEACNAIOTCS MHOTOYHCICHHBIE MOHOTOHHBIE MENKHE JTUM(OIUTHI
0e3 4YeTKMX TPHU3HAKOB AaTUIUHU, OJWHOYHBIC JUMQPOUTHBIC (OJUTHKYIBI C
HEHTpaMu  pa3MHOXeHus. g UCKIoueHUs  JIUMQOINpoaudepaTuBHOTO
3a00JIeBaHUs BHIMIOJTHEHO MMMYHOTHCTOXUMUYECKOE UCCIIEIOBAHHE.

[Ipu ummynorucroxumudeckom uccineaopanun D20, CD79a, CD45RA,
bcl2, CD10, CD5, cyclin D1, Cd23, kappa, lambda, CD68, CD3, CD43, CD4 ,
CDS8, Ki67, nomydeHbl MpU3HAKK MOJIMKJIOHATIBHOW pEaKTUBHOMN (HOIUKYISPHOU
TUMepIUIa3uy, JaHHBIX 3a JUMQPOMY HE BbIABIECHO. B ChIBOpOTKE KpoBH 2-X

KpaTHOE IO OTHOIIEHHUIO K HOpMme mnoBbilieHne tTutpoB IgM CMV u IgG EBV,
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Bbicokre TUTpbl IgG CMV. Ilpu nydeBbix MeTOax 0OCHEAOBaHHWS BbBISBICHBI
muhPy3HO-y37I0BBIE W3MEHEHHUS IMMTOBHIHON JKENe3bl, TeHEepaTn30BaHHAS
muMmbaneHonaTisi, — pacUIMpeHHe  TEHW  CPEINOCTEHUsl,  rernaroMerayius,
HEOHOPOHOCTh MAPEHXUMBI MTOKEITYJOUYHON KEeJe3bl, CITICHOMETalHs.

Hecmotpss Ha nmnpoBoguMoe JieYEHHWE Yy MAUUMEHTKH  COXpaHsJICA
cyodebpruTeT, 0OOMIIbHAS CHITIb HA KOXKE TYJIOBUINA U KOHEUHOCTEH, OTEKH, 001
B TOpJIe, JECHKOIUTO3 /10 15x10%n, noseimenne COD mo 50 Mm/gac. B cBsizu ¢
YXYAIUIEHUEM COCTOSIHUSI C JIMarHOo30M <« IMM$aJeHOoNaTHsi HEICHOrO TeHe3a,
CHUCTEMHOE 3a00JIeBaHUE COCIMHUTEIHLHON TKaHW) MAallMeHTKa Oblja TIepeBe/icHa B
MOHUKMU.

[Ipy mOCTYMJIEHHH COCTOSIHUE TSDKEIoe, OOYCIIOBJIEHHOE CEeplIeYHO-
JIeroyHor HegocTtaTouHoCThio. Ilpu  00ciienoBaHWU  BBISBICHO CHUXKEHUE
COKpAaTUTENbHON (DYHKIMM MHUOKapAa, acIluT, MepPUKAPAUAIbHBIA  BBIIOT,
JIEBOCTOPOHHUI TUAPOTOPAKC, BOCHAIMTENIbHAS WHOUIbTpAIUs HHXKHEH 10JId
MPaBOro JIETKOTro, TeHepalin3oBaHHAs numMmdaneHonatus. [lpu nuTosormyeckoMm
WCCJICIOBAHUM TUICBPAJIBHOTO BBHITIOTa OOWIIME JUMQPOUIHBIX AJIEMEHTOB OBLIO
pacuieHeHO  kak  JguMmdoma. boipHas  moiydyasia  aHTHOAKTEpUAJIbHYIO,
WH(QY3UOHHYIO TEepamnuio, MpenHu30JoH B no3e 60 mr/cytku. Ilmanumposanoch
OuWoricus  TOAMBIIIIEYHOTO  JIUM(PATHYECKOTO  y37la, OJHaKo Ha  ¢oHe
IIPOTPECCUPYIOLIEN JIBIXaTENbHON HEAOCTATOYHOCTH HACTYIHII JIETATbHBIA UCXOI.
[TocmMepTHBIA ~ KIIMHUYECKUM  JIMArHO3: «KpymnHoknerounass  nuMmdoma,
reHepaJM30BaHHasl CTaJAusl C  TOPAKEHUEM  JIETKUX, IIEHTPaJbHBIX U
nepudeprudyeckux JTUM(PATUYECKUX Y3J10B, CEpAla, IOYEK, IEUYEHHU, CEJIE3EHKH,
KOXKI.

[Ipy mnaTos0roaHaTOMUYECKOM HMCCJICIOBAaHUM OTMEUEHA MeTeXuaibHas
ChIllb Ha OOKOBBIX TOBEPXHOCTSAX  TYJOBHUINA, HUKHUX KOHEYHOCTSX;
auM(paTUYECKue y3ibl YBEIMUEHBI, N30JUPOBAHHBIC U B KOHIJIOMEpaTax, MeCTaMu
CIIasiHHBIC C OKPY’KAIOIIMMHU TKaHSIMU, IJIOTHBIE, pasMepamu A0 4x3x2 cM, Ha
pa3pe3e Cepo-CHHIOIIHOTO IBeTa. TuMyc yBennueH, maccoi 60r, pazMmepamu

10x6x2,5¢cM, MIIOTHORIACTUYECKON KOHCUCTEHIIUU, Ha pa3pe3e cepoBaTO-pPO30BOTO
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I[BeTa C TpocjoikamMu >kupoBoro Buma. CeneseHka maccou 660r, apsidbmas c
MHO>KECTBEHHBIMH TIOJIKATICYJIbHBIMU HH(papKkTaMu. TKaHb JETKUX O€3BO3IyIIHAS,
IJIOTHOM KOHCUCTEHIIMU, KPACHOTO IBETa C MHOXXECTBEHHBIMH CIMBAIOIIMMUCS
oyaramMM Cepo-KpacHOro LBETa MEJIKO3EpHUCTOrO BHUA, IPU HAJIaBJIMBAHHUU
cTekaeT MyTHas kuaKkocTb. Acuut 1800 M, ruaporopakc (crpaBa 600 mi, cieBa
200 mu1 MyTHOM >kuaKocTH). [ledeHb M MOYKH MaKpOCKOIUYECKH HE W3MEHEHBI.
OnuKapA TyCKJIbIH, TOTHOKPOBHBINA, MHOKAP/ IUNTOTHBIN CBETJIO-OypOTO IBETA.

Mukpockonuyecku B TMMGATHYECKUX y3aX BCEX TPYII PUCYHOK CTPOCHHUS
cTepT 3a cueT nuddy3Hoi miaazmatuzanuu (1o 130 riazMaTHdecKux KJIETOK B 1
[13BY), pacuupenus u ckiepo3a UHTEPHOIUIUKYISIPHBIX 30H. MHOTOYHCICHHBIC
AUMQPOLUTHI W IUIA3MATUYECKUE KIETKa TakKe OIpElessIloTCs B Karcyle
auM(paTUYeCKuX  y3JI0B W NpWiIexaled kupoBod  kierdarke. Ilpwu
UMMYHOTHCTOXUMHUYECKOM  MCCIEAOBAHUU  YCTAHOBJIEHO, 4YTO HWHOUIbTpaAT
npencraBien CD4+ u CD8+ T-nmumdonuramu, a Takke MHOTOYHCIEHHBIMU
CD138+ mmazmatmueckumm kietkamu (mo 110 B 1 TI3BY);, mpm stom
cootrotenue 1gG4+/1gG+ nocturano 60% .

Tumyc co CTEpTBIM PUCYHKOM CTpOEHHS 3a c4yeT AU y3HOro HHPUIBTpATA
U3 TUIa3MaTHYECKUX KJIETOK U JIMM(OIUTOB, B KOTOPOM BCTPEUAIOTCS BKIIIOUEHUS
TUMHUYECKOTO SMUTENNS M TeTpUUIIMpoBaHHbIe Tenblia ["accans (puc. 46); Taxxke
ompeznensieTcss o4aroBblii  puOpo3 0e3  «BUXpeoOpa3HOro» puCyHKa. B
MOIKEITYJOUHOM xKeJese OnpeeaeTCs muddys3Has UHOUIBTpaIs
MIa3MaTUYECKUMH KJIETKaMU U JTUM(OUUTAMHU, BBIPAXKEHHBIA KPYIMHOOYArOBBIN
MPEUMYILECTBEHHO MEPUNPOTOKOBBIN (uOpo3 U ovaroBas aTpodusi almHaApHOU
TkaHu. [lapanaHkpeaTtndeckass KJI€T4aTka C OYaroBOM YMEPEHHO-BBIPAKECHHOMU
MHUIbTpaMen mia3MaTuyeckumMu kietkamu (kommuectso 10 130 B 1 [13bY) u
mumborutamu, auddy3HeM  Gubpo3zom. MHDUIBTpaT pacmpocTpaHseTcs Ha
CTEHKH BEH pPAa3IMYHOro KanuOpa, B NMPOCBETE OTACJIbHBIX BEH OIpPENesSIOTCS

OpraHusyommecs TpoMObl (00muTepupyroImui Guiedour) (puc. 47).
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Puc. 46. ITnazmokiieTrounas ”HQUIbTPAIHS THMYCA.

Oxpacka reMaTOKCHJIMHOM | 303uHOM, X 100
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Puc. 47. OGnurepaTuBHbIN (1eOUT NapanaHKpeaTHueCKON KIeTYaTKH.

Okpacka reMaToKCHJIMHOM U 303uHOM, X100
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[Ipy MMMYHOTMCTOXMMHYECKOM HCCJIEIOBAaHUM YCTAaHOBJIEHO, 4YTO B
uHbuUIbTpaTax omnpenestorcss MuorouuciaeHusle CDI138+ mmasmaTtuueckue
kietku (o 115 B 1 [13BY), konuyectBo 1gG+ mna3smMaTudeckux KJIE€TOK JOCTUTAET
85 B 1 TI3BY, a 1gG4+ mnasmartuueckuwe KIETKH COCTAaBISIIOT 10 65% IgG+
wia3Matuieckux kietok (puc. 48, 49). CxomHble MHOUIBTPATBl U CKIEPO3
oOHapy>keHbl B rumnoguse, 000JI0YKax TOJIOBHOIO MO3ra, IIUTOBUIAHOU Keese,
ANUKApAE, HAANOYEYHUKAX, MOpPTaJIbHBIX TpakTax InedeHu. B cene3eHke
ONpeJeNsieTcss IIa3MaTu3aiusi IyJbIbl, HEMHOTOYMCICHHbIE JIUMGOUIHBIC
bomnukynel, WHGAPKTHl PA3IWYHONW CTENEHH MAaBHOCTH. B mMmoukax uMmeroTcs
MPU3HAKU TYOYJIOMHTEPCTUIIMAIBHOIO HEPpUTA U OEIKOW JUCTPOPHUH SMUTETUS
KaHaiblieB. [IATHHUCTBIE SJIEMEHTH KOXH OBbUIM TPEICTABICHBl OYaroBHIMU
UH(UIbTpaTaMU M3 IUIA3MaTHYECKUX KIETOK U JIUMQOLMTOB BOKPYT COCYIOB
JepMbl M TIOAKOXKHOM kiertdaTku. lluroBuaHAs kene3a CKIEPO3UpPOBAHA,
bouKyael  aTpoUYHBI, CTpOMa C OYaroBbHIMU JUM(DO-TUIA3MOKIETOUHBIMU
uH(pUIbTpaTaMu. B JIerkuX W3MEHEHUsT COOTBETCTBOBAIM a0CUEAUPYIOLIEH
MMHEBMOHUU, THOMHOMY  TpaxeoOponxuTy. llepuOpoHxuanbHble  TKaHU
CKJIEPO3UpPOBaHbl ¢ AUPHY3HONH MHPUIBTpALMEN MIa3MaTUYECKUMHU KIETKAMHU U
auMboIUTaMu.

Takum 006pa3om, Ha ayTONICUH U MPU THCTOJIOTUYECKOM UCCIIEIOBAHUN ObLIN
HaliJileHbl ~U3MEHeHHMs, XapaktepHble i [gG4-cBs3anHoil  Oone3Hu ¢
MyJIBTU(QOKATHHBIM BOBJICUEHUEM OPTaHOB U TKAHEH.

Cnenyer ydectb, 4TO OoOJibHass B TEUYEHHE 2 HeAelb MoJydaia
TOPMOHAJIbHYIO TEpanuio B OOJIBIIMX J103aX, U 3TO MOIVIO K MOMEHTY CMEpPTH
YAaCTUYHO HHUBEIUPOBATH THUNUYHBbIC mposiBieHus [gG4-cBsa3aHHOM OOJE3HHU.
[IpeumyllieCTBEHHOE TOpaXXEHUE OPraHOB HMMYHOT€HE3a KIMHUYECKH U
MOP(OJIOTUYECKH  CUMyNIHUpoBajio JuMdomy. 3abojieBaHHE  OCIOKHHUIOCH
pa3BUTHEM JIECTPYKTUBHOW TTHEBMOHHWH, BBI3BAHHOW TOCIHUTAIBHON (IIOPOWH,

KOTOpas U ABUJIACh HETIOCPEACTBEHHOM MPUYMHON cMEepPTH OOJIBHOIA.
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Puc. 48. IgG4+mma3maTuieckre KIETKA B BOCTIAIIUTEITILHOM

UHUIBTpaTE BUIOYKOBOM KeJe3bl, HUMMYHHOTHCTOXUMUYECKU MeTo, x 100

Puc. 49. IgG4+nma3maTudeckue KJIETKA B BOCIIAIUTEILHOM HHPUIBTPATE

napanaHKpeaTHIecKon KIeTYaTKi, UMMYHHOTHCTOXUMUYecKuit metox, x 100
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Y BTOpOM ManmMeHTKH 57 JIET UMENO MECTO NOPAKEHUE CIIOHHBIX XKEJE3,
CTPYKTYp TJHA3HOTO s0JI0OKAa, JIETKOTO M JUM(AaTHYECKUX Y3JIOB. ITocne
nepeHeceHHot OPBU oTtmeTuna yBenudyeHue NpaBoOM MOAYEIFOCTHOM CIIOHHOW
Kenesbl. [Ipr TrucTONOrMYecKoM MCCIENOBAaHUN YAAIEHHOM CIFOHHOW JKEJEe3bl
ObL1a BeIsABICHA AU Py3HAS TUMPO-TUTa3MOIIUTapHast HHQUIBTpaALUs €€ TKaHU 0e3
MPU3HAKOB OITyXOJIEBOT'O POCTA, IMArHOCTUPOBAH HECTIEIIM(PUIECKUN CHATIOA/ICHUT.

Yepes 3 roga mocie oneparyu manueHTka oopaTmiach K 0(QTaabMOIOry 10
MOBOJIy CHIDKEHME 3peHUs mpaBoro riasza. OcTpora 3peHust MpaBoro riasza Obuia
0,06 u wHe xKoppurupoBaisach. Ilpu odTanibmMocKkONUM JUATHOCTUPOBAHA
DKCCYJaTHBHAs OTCIOMKA CETYATKM B LEHTPAJIbHBIX OTIENaxX TJIA3HOTO JHA.
Octpora 3peHus JieBoro riasza Owbuia paBHa 1,0. M3MeHeHud Ha ria3HOM JHE
JIEBOTO TJIa3a OTMEYEHO HE OBLIO.

B 510 %€ Bpems npu 00ciieJoBaHUU ObLIIM BBISIBIICHBI YBETUYCHHAs! BTOPAs
(JieBast) MOTYENIOCTHAS CIIIOHHAsS JKeje3a U 00pa3oBaHUE B MPaBOM KIMHOBUHOM
nasyxe. lIpousBeeHO ynameHWEe JEBOW MOMYEIIOCTHOW CIIIOHHOM KEJe3bl U
oOpa3oBaHUsI TPaBOM KIMHOBUAHOW Tazyxu. [lpu THUCTOIOTHYECKOM U
MMMYHOTUCTOXUMHUYECKOM HCCJIEAOBAaHUU JTUATHOCTUPOBAHbI HecTeupuuecKuit
CHAJIOAJICHUT U Hecrnenuduueckoe BOCMAaJeHUE CTEHKH KIMHOBHIHOW Ma3yxu, a
TaKKe€ HCKIIOYEH OIyXOJIEBbId POCT. JleueHHe TIIOKOKOPTUKOMJAMU B BHJE
peTpoOynbOapHBIX MHBEKIMN MPUBEIO K PETrPEecCUU IKCCYIATUBHOM OTCIOMKHU
CETYATKH M YIYUILLIEHHUIO OCTPOTHI 3penus a0 0,4.

Yepe3 6 MmecsdieB nociie 3a00J€BaHMs MPABOro IJa3a CHU3WIACH OCTPOTa
3peHus JieBoro riasa. llpu oOciegoBaHWM yCTAHOBIEHO, YTO OCTPOTa 3PEHUS
npaBoro rnaza cocraBwia 0,4, neBoro rnaza — 0,1. BuyTtpurinazHoe paBieHue
oboux a3 — 19 mMm o MakiakoBy. [lepeanuit oTpe3ok 060uX ria3 He U3MEHEH.

[Ipenomnsitomne cpeapl MpaBoro riaza mnpo3paunble. Ha rina3Hom 1HE
MpaBoOro TJiaza OOHAPY)KEHBI OOMIMPHBIE TOJST Tpojudeparui MUTMEHTHOTO
anuTeNus ¢ ydacTkamu ¢ubposa. Ilpu onTuyeckoil KOrepeHTHOM Tomorpapuu
JTUArHOCTAPOBAHBI YYACTKU MPosinepanuy MUTMEHTHOTO YUTENHS C dJIEMEHTAMU

MHTPapeTUHAIBLHOTO (PuOp03a, KOTOphIE YepeayloTcs ¢ AedeKTaMu MUTMEHTHOTO
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snuTenus. B 3amHUX OTAenax CTEKJIOBHIHOTO Teja JIEBOTO ria3a ObUT BUIEH
MEJIKOKJIETOUHBIN BBIMOT. [Ipu oTarbMocKonuu M MpHU ONTUYECKOM KOTepEeHTHOU
TomMorpaduy TJIA3HOTO JIHA JIEBOTO TJia3a JIMarHOCTHPOBAaHAa JKCCyIaTUBHAs
OTCJIOMKA CETYATKHU.

OnHOBpEMEHHO ¢ O(PTATBMOJOTUYECKUM HCCIIEIOBAHMEM OblIa MPOBE/ICHA
MO3UTPOHHO-AMUCCUOHHAsT ToMorpadus Bcero tena. Ha cepun Tomorpamm ObLu
BBISIBJICHBI M3MEHEHHS B IOIMBIIICYHOM JTUM(ATUUECKOM Y3JIe CIpaBa, MPaBOM
JerkoM # JuM@daThuueckux y3jax KOpHS MpaBOTO JIETKOro, CKOpee BCEro,
BOCIIAJIMTEIIBHOTO XapakTepa. YUYHTHIBas CHUCTEMHBIM Xapaktep 3aboseBaHws,
MYyJIBTHOPTAHHOE TIOpAXEHUE, a TaKXKe pPe3yiabTaThl IPEANICCTBYIOMIETO
MOP(OJIOTUYECKOTO UCCIIEIOBAHUS CIFOHHBIX KeJe3 U 00pa30BaHus KIMHOBUIHON
nasyxu, ObLTO BBICKa3aHO mpeanonoxerne 00 1gG4-Chb u nmpousBeneH nmepecMoTp
MpenaparoB yIaJeHHON CIIOHHOMU kee3bl. [Ipu rucronoruyeckom uccie0BaHuU
CIIIOHHAs ’Kejle3a C  BbIpaxkeHHOW 1uddy3HOM  TuUMDO-TIIA3MOIUTAPHON
uHpuIbTpaIen, OOMMUPHBIMU MOJAMH «BUXpeoOpazHoro» ¢udpo3a, arpodueii
HKEJIE3UCTON TKaHU. Takke OnmpeneNstoTCs Mpu3Haku oonutepupyromero giedura.
KomnuecTtBo mna3zmatmyeckux Kietok cocraBiusiiio g0 140 B 1 II3BY. Ilpm
MMMYHOTHCTOXUMHUYECKOM HCCJICIOBAaHWU BBISBICHBI MHOrounciiecHHele CD138+
mazmatuyeckue kietku (mo 125 B 1 II3BY), mpu stom kommuectBo IgG+
mIa3sMaTudeckux kierok pocturano 85 B 1 [I3BY, a cootnomenue 1gG4+ kineTok
k 1gG+ mmasmatmdeckum kieTkam coctaBmiio  65%. Ilpu  wumcciaegoBanuu
CBIBOPOTKM KpOBHM ObUI BBISIBJIEH BBICOKMI ypoBeHb |gG4: 454,0 mkr/mu(npu
HopMe 2  MKr/miu). bBombHas mosydmiga  Kype — CHCTEMHOM — Teparuu
TIIIOKOKOPTUKOWAAMH. B pe3ynbrare JieueHus YIaydliuiaach OCTPOTa 3pPEHUS
neBoro riaza. Ha mecte sKCCyIaTUBHOM CETYATKU CJieBa MOSBUJIUCH OOIIMPHBIC
noJist poaud)epaiii MUTMEHTHOTO SIUTEINS CETYAaTKH C TOYCUHBIMU OYaKKaMU
budpo3a.

Takum 00pa3oM, Ha OCHOBAaHWUW MYJIHTHOPTAaHHOTO TOPAXKCHUS, TaHHBIX
TUCTOJIOTUYECKOTO W WMMYHOTHCTOXMMHYECKOTO HWCCIICIOBAaHUS OHomTaTa

MOPaKEHHBIX TKaHeH, BhICOKOro ypoBHS 1G4 B CBHIBOPOTKE, MOJOXKHTEIBHOIO
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sbdexTa OT MPUMEHEHHS TIIOKOKOPTUKOUIOB ycraHoBieH nuarHo3 1gG4-Chb ¢
MPEUMYIIECTBEHHBIM TIOPAKEHUEM CITIOHHBIX JKeJie3, JIETKOTO, KJIMHOBHIHOMN
na3yxXu, CTPYKTYp TIJ1a3a, NMepuepudecKux IMMQPaTHUIECKUX Y3JI0B, MPH ITOM

BIIEPBBIC OMKCAH B JuTEepaType xopeopetuHut npu 1gG4-Chb.
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3.9.Coueranne 1gG4-Cb co 3/10kauecTBEeHHBIM HOBOOOpPa30BaHUEM
B 1 naGmronennu y mamueHta 70 jeT ObLI BBISIBJIEH paHHUM (B mpejaenax
COOCTBEHHOW IUIACTHUHKU CIIM3UCTON OO0O0JIOUKH) MEPCTHEBUIHOKIETOUHBINA pak
xenyaka u [gG4-Ch ¢ rucTonornyeck NoATBEPKACHHBIM IMOPAXKEHUEM CITFOHHBIX
Keje3, CTEHKH >KeTyJKa, HMIEMHBIX U MEpUracTpasibHbIX JTUM(ATUYECKUX Y3JIOB.
[laniuent Tedenue 1,5 5eT MpenbsABIAN >kaloObl Ha Hajduuue 0e€300JIe3HEHHOTO
00BEMHOT0 00pa30BaHusl B MOAUETIOCTHON obsacTH. [Ipu Guorncuu oOpa3zoBaHus C
MOCJIEYIONIUM THUCTOJIOTHUYECKUM HCCIEOBAaHUEM OBbLUIA BBISIBICHBI ()parMeHThI
TKaHU CIIFOHHOM >KeJle3bl C MpHU3HAaKaMu Hecrenupuueckoro cuanoaneHuTa. llpu
KOHCYJIbTATUBHOM IMEPECMOTPE TUCTOJIOTHIECKUX MPENapaToOB YCTAaHOBIICHO, UYTO B
TKaHU CJIIOHHOW eJie3bl ONPEAEIIAIOTCS 04aroBble IUMQPOLUTAPHBIE C IPUMECHIO
MHOTOUMCJICHHBIX  IUIa3MaTHUYECKUX KJIETOK ¢ EAMHUYHBIX D03MHO(UIIOB
UHOUIBTPAThl, €OUHUYHBIE JUMQouAHbIE (OJIIUKYJBI; TakXke HMEITCA
HEPUIIPOTOKOBBIA (PHOPO3, 00IUTEpUpYIOIIUN (IICOUT U aTpodust arHycoB (puc.
50). IlpoBeneHO MMMYHOTUCTOXHMMHUYECKOE WCCIIEJIOBAHHE W YCTAaHOBJICHO, YTO
uHGUIbTpaT TmpeAcTaBieH mnpeumymiectBeHHo CD3+ T-mumdboruramu  co
ckomieHusiMu CD20+B-nmumdoruToB; mpucyTcTBy0oT MHOTOUncIeHHble CD138+
miazmatudeckue kietku (103,76 knetku B 11I13BY), B Oosbiiei 4acTH KOTOPBIX
oTMeuYaeTcs HMMMyHopeakuus c aHTtutenamu K 1gG (cpemHee KOIMYECTBO HX
coctaBuyio 101,3+7,8 knetku B 1 [13BY). KommuectBo 1gG4+ kiteTok BappupoBaio
ot 95 10 110 u B cpeanem cocraBuio 94,7+8,3 knerku B [I3BY (puc. 51). Taxxke
YCTaHOBJICHO, YTO KOHIICHTpAIMs B KpoBHM MMMYyHOrIoOynmnHOB |gG cocraBuia
40,2 r/n (B HOpME 6,5 — 16 1/11), ipu 3TOM KOH1IeHTpauus 1G4 cocraBuna 24 1/1 (B
Hopme <1,35 r/m). Beickazano npenmnonoxenue o Hanuunu y nanuenta [gG4-Chb,
0 TOBOJY 4YEro MPOBEJACHO KOMIUIEKCHOE KIMHUYECKOoe, JlabopaTopHOe U
UHCTPYMEHTAJIbHOE 00CIIeJ0BaHNE.
Knunndeckn y marueHta oTmeueHa jAeopmaliys KOHTYpOB JIMIIA 3a CUET
YBEJIMYCHUSI OKOJIOYITHBIX WM TOJHWKHEUETIOCTHBIX CIIOHHBIX JKele3 ¢ 00emx
CTOpOH, Oojblie crmpaBa. Takke OTMEUEHO YBETHMYECHHE IOAHMKHEUYETFOCTHBIX

J'II/IMq)aTI/I‘IeCKI/IX Y3J10B, ITIAJIBIIATOPHO Y3JIbI KaMEHHUCTOM MI0THOCTH. I1o
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Puc. 50. Jlumdponnazmakierounas HHUIbTPALUSA TKAHU CIIFOHHOM JKEJe3bl,
¢bubpo3, odmmrepupyromuii GieduT U aTpodrs alMHYCOB.

Oxkpacka reMaTOKCUJIMHOM U 303uHOM, X100

Puc. 51. Muorouncnennsie 1G4+ mna3marndeckue KJICTKA B MHPHIBTpaTe

TKaHU CIIFOHHOM jKeJie3bl, IMMYHHOTUCTOXUMHUYECKHit MeTo, X400
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pe3yapTaTaMm JabopaTOpHBIX HCCienoBaHUi BbIsiBIeHO noBblmieHHe COD (mo 85
MM/4), OTHOCHUTENIbHAs THUIepraMmarioOyJuHEMusi, MOBTOPHO YCTaHOBJICHO
noBbiieHne ypoBHsi 1gG xpoBu nmo 38,7 r/m u 1gG4 no 10,3 r/m, a Takxke
noBbllieHre ypoBHs C-peakTuBHOTO Oenka /10 3,1 Mr/m.

IIpu MPT opraHoB rosioBel W IIeW BBIABICHO AU(dy3HOE MOpakeHHUE U
YBEJIMYECHHE OKOJIOYIIHBIX CJIIOHHBIX JKele3, a nmpu komruiekcHom KT-
UCCIICIOBAaHUM — TPU3HAKKM BHYTPUTPYAHOW nuM(paIeHONAaTUH, a Takke
muddy3Hoe yTonmeHue U MHQUIbTpaus CTEHOK MEYEHOYHBIX MPOTOKOB 0 TUITY
XPOHUYECKOTO XOJaHTUTa, T Py3HOE YTOIIIEHUE CTEHKU KETUHOTO ITy3bIpPSL.

[Ipy 3HIOCKONMYECKOM HCCIEJOBAaHUU IO 3aJHEH CTEHKE Ha TPAHMIIE
BEpXHEH U CpeAHEeW TpeTu Tena Kelylka OOHAapyKEHO IOBEPXHOCTHOE
U3bA3BICHUE OKpyrion (opmel nuamerpom 110 0,4 cMm, mokpeiToe GUOpUHOM, C
YMEPEHHO OTEYHBIMM PUTUIHBIMU KpasMu. BreinmonHena Ouomncusi u3 o0jacTu
S3BEHHOTO Je(eKTa.

[Ipy TUCTOIOTMYECKOM HCCIEAOBAaHUM B OJHOM M3 OHMONTAaTOB Ha (poHE
BBIPDOKCHHOW HEMOJHOM KHUIIIEYHONW MeTaruia3ud B COOCTBEHHOW IUTACTHHKE
CIIM3UCTON OMNpPEAENAIOTCS CKOIUIEHUS PAa3pO3HEHHBIX AaTUIUYHBIX KJIETOK C
oounpHot [HMUK- wu anbluuaH-MIONOXKUTEIBHOW ITUTOILIA3MOM, KPYIHBIMU
TUIEPXPOMHBIMUA  3KCUEHTPUYHO  PACIHOJIOKEHHBIMH  sIpaMd €  XOPOLIO
BBIPDAKEHHBIMU  AJIPBIIIKAMU. bBbUT  YCTAHOBJIEH JMAarHo3 CliabOKOT€3MBHOM
aneHokapiuHOMBbl. [lanmueHTy BbIMOJHEHAa CyOTOTalNbHAs MPOKCHMAalbHAs
pesekuus kenyaka ¢ JumdbaneHsktomuelr B oobeme D2 u Ouomncus menHoro
TUM(}aTUYECKOro y37a.

IIpy TrUCTOJIOTMYECKOM MCCIEIOBAHUM ONEPALMOHHOTO Marepuanga B
MOBEPXHOCTHBIX OT/IENIaX CIM3UCTON 00O0JIOUKH KeTyJIKa B IIpe/iesax COOCTBEHHON
IUIACTUHKA ~ HAa  TOpOTsbKeHMH 4 MM OOpenensieTcs — pa3pacTaHue
MEPCTHEBUAHOKICTOYHOTO paka ¢ wu3bs3BiIcHHeM (puc. 52). CoOcTBeHHas
IJIACTUKA CIM3UCTOM U TOJACIM3HUCTBIA CIOW CTEHKHU XKelnylaka ¢ AUQPQy3HbIM
IrpyOOBOJIOKHUCTBIM ¢bubpozom, dbopMupyroumm KOHLIEHTPUYECKHE

BUXpeoOpa3HbIe CTPYKTYPBI U pacrnpoCTpaHEHHOH BOCHAJIUTEIbHON
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uHOUIbTpAIMEll,  NPEUMYUIECTBEHHO  IUIA3MaTHUYECKUMU  KJIETKAaMH U
auMmdonuTaMu C mnpumechio 303uHOGMIOB (puc. 53). Kpas peseknuu 0e3
MPU3HAKOB OITyXOJIEBOTO POCTA.

[lepuractpanpubie AUMaTHUYECKUE Y37bl Ha OOJBIIEM MPOTSHKEHUU C
coxpaHeHUeM JTUMGOUAHBIX (OJTUKYIOB CO CBETJBIMHU IIEHTPAMH M Y4YacCTKaMH
CTUpaHMsI PUCYHKAa CTPOEHHUS 3a cueT TIpyboro BuxpeoOpazHoro ¢ubposza c
uHUIbTpaLuen TU1a3MaTHYeCKUMU KJIETKaMH 17} »03UHOHUIAMHU.
MHoOro4HCIeHHbIE TIa3MaTUYECKHE KIETKU OMPENeNsIOTCs M0 X0y CUHYCOB U B
MEXK(POJUTMKYJIIPHBIX ~ 30HaX JmMpatudeckoro y3ma (puc. 54). CxomHbie
M3MEHEHUS! OOHAPY>KEHBI U B OMOIICUPOBAHHOM IIEWHOM JUM(ATUYECKOM Y3II€.

JUis  yTOUHEHUS pacHpOCTPAaHEHHOCTH aJICHOKapIIMHOMBI B CTEHKE
KEITYJKA, U UCKIIOUEHHH METACTATUYECKOrO MOPaKEHHs JIUM(PATHIECKUX Y3JIOB
BBIMIOJJHEHO HMMMYHOTHMCTOXMMHMUYECKOE OKpalluBaHuE. BpIsgBiIeHa 3Kcrnpeccus
pan-Keratin (AEL/AE3 & PCK26), CKS8/18 (B22.1 & B23.1), a taxke EMA
(E29) B xieTkax paka B Impejesiax COOCTBEHHOW IUIACTUKU JKenyaka. KieTok,
UMMYHOPEAKTUBHBIX C 3TUMHU aHTUTEJIAMH B MOJCIU3UCTOM CJIO€ CTEHKH JKEITyKa,
a TaKXe B TMM(PATUUECKUX Y3JIaX HE BBISBICHO.

B BocnanurenbHOM MH(UIBTpATE CTEHKH JKey/IKa B CIIM3UCTON 000JI0UKe U
MOJCIM3UCTOM  CJIO€  OTMEYaeTcs  3HauMTelbHOe  KonmdecTBO  1gG+
wazmMaTuueckux kietok (95,1+4,7 8 1 [I13BY), Gonpias 4acTe KOTOPBIX TaKKe
skcnpeccupyer 1gG4 (6onee 60% xinerok) (puc. 55). B numdarnyeckux ysnax
omnpenensoTcs MHorouucieHnole IgG+ mma3maruueckue kiaetku (o 85 B 1
[13BbY), pacnonararoniyecs TpeMMyIIECTBEHHO MO Nepudepuu (OJITUKYIOB U B
ydactkax ¢puobposa; cootnomenue IgG4+/1gG+ knerok coctarisiet 6omnee 80%.

Takum 00pa3om, y mareHTa BbISIBICHBI paHHUH (B Mpejenax cOOCTBEHHOU
TJIACTUHKY CITU3UCTON 000JI0YKH) MEPCTHEBUTHOKIETOUHBIHN pak xemyaka u [gG4-
Cb ¢ rucTonoruveck MoATBEP KIECHHBIM MOPAXEHUEM CIIIOHHBIX JKeJle3, CTEHKH

KETYJKA, IEHHBIX U IEPUTaCTPATbHBIX JIUM(PATUUECKUX Y3IIOB.

117



Puc. 52. Ciiuzucrast 000104Ka kKenyJKa ¢ pa3pacTaHUsIMU

NEPCTHEBUIHOKIETOYHOr0 paka. OKpacka reMaTOKCUJIMHOM U 303uHOM, X100
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Puc. 53. Crenka xenyaka ¢ auddy3HbIM TpyOOBOJIOKHUCTBIM (prOpo3oMm,

BOCTIAIMTENIbHON HHpUIbTparmei. Okpacka reMaTOKCUIMHOM U 303UHOM, x40
118



Puc. 54. Jlumbpatnuecknii y3ein ¢ GoKaaTbHBIM GUOPO30M.

Okpacka reMaTOKCUJIMHOM U 303UHOM, X20

Puc. 55. 19G4+ ma3maTuveckue KIETKH B HHPUIBTPATE CTEHKH JKETy KA.

UMMYHHOTHCTOXUMUYecKui metoz, x100
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I'JIABA 4. OBCYXKJIEHUE ITOJYYEHHbBIX PE3YJIbTATOB

K konmy XX Beka Ha OCHOBAHMM MHOTOYHCICHHBIX KIMHUYECKUX
HAOJNIOACHUM M TEOPETUYECKUX PAa3MBIILJICHUH O TmaToreHese 3aboseBaHuUs
CJIOKHJIOCH NPEJCTABICHUE O HOBOW HO30JIOTUYECKOW €AUHUIIE — ayTOUMMYHHOU
IgG4-cBsizanHol OosiesHu. OJHAKO, TaKe B HACTOSIIEE BPEMS TOBOPUTH O TOM,
YTO JIaHHAs HO30JIOTHUSI TIOJIHOCTBIO CPOPMUPOBATACH HENB35, TOCKOJIbKY IPAHUIIBI
€e J0CTaTOYHO pacCIUIBIBUATHI, a OPTraHOMaTOJIOTHs HE BCErJa OJJHOTHUITHA.
Huarnocrtuka [gG4-Cbh B 3HaunTEIBHOM CTENIEHH 3aTPyAHEHA OJIMOTPAHHOCTHIO U
HECTIEM(PUIHOCTHIO TTOPAKECHHS, YTO B IIEJIOM XapakKTEPHO JJIsI ayTOMMMYHHBIX
3a0oneBanui. Ha naHHOM »Tame Mbl HaxoguMcsa B Ipolecce (pOpMHUPOBAHUSA
KpUTEPHUEB JAHHOTO 3a00JICBAHMUS.

B nactosimieit pabote ObL1 MccienoBaH matepuan ot 55 nanuento ¢ [gG4-
Cbhb crnenyromux JoOKaJIM3alUui: MOKeNyno4yHas xkene3a (22 HaOmoaeHus),
IICUCHb, OKCIYHBIA TMy3bIph M BHEICUCHOYHBIC IJKEITYHBbIC TPOTOKU (D),
3a0promuHHOe npoctpaHcTBo (1), a3 u mpuaatouyHblil anmapar (D), MSTKUE
TKaHM TJIa3HULBI (2), CIIOHHAS Keme3a (9), muToBuaHas kenesa (4), roprans (1),
ypetpa (1), mumdaruueckuit y3en (3), koxka (3), COYETaHHOE TMOPAKEHUE
HECKOJbKUX opraHoB (2), a Takxke [gG4-Cb B coueranuu c¢ omyxousbio (1). XoTs
Opyu  HW3YYCHUH HEOONBIIUX TPYNI CTAaTUCTHUYECKHUE TIOKA3aTelid MOTYT
BappUpOBaTh B 3HAYMTEIBHONW CTEMEHW W TPYAHO CYAWTh, SBISICTCS JIH
oOHapyXeHHOe B PabOTe OTKJIOHEHHE JHIIb «CTAaTUCTHUYCCKON OIMOKON» WIIN
3HAYMMBIM pa3InurieM, HEOOXOIUMOCTh COIOCTABIICHUS COOCTBEHHBIX JAHHBIX C
y’K€ M3BECTHBIMU COXPAHSETCS, MOCKOJIbKY MO3BOJISET CYUTh O BapHaOCIbHOCTH
TOTO WJIM WHOTO TIPU3HAKa WM HAMPOTHUB O €r0 CTAOMIILHOCTH, a CIIEJOBATEIBHO,
0oJ1ee BRICOKOW JUArHOCTUYSCKON 3HAYUMOCTH.

Ouenka snuaemuosiornueckux nokazarenei [gG4-Cb nponemoncTpupoBana
COOTBETCTBHE PE3yJbTAaTOB Haiel paboThl (cpemuuit Bo3pact 55,2+11,4 net npu
noiie myxunH 60%) ¢ maHHbIMH Kak 3apyOexkHbix [Khosroshahi A. et al., 2011
Takahashi H. et al., 2012], Tak u oredecTBeHHbIX HccieqoBanuii [Cokon E.B.,

2016]. UckmtoueHueM SIBUJIOCH PaCIpeliesICHUE TMOPAKEHUH OPraHOB TOJIOBBI U
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i€ Cpeau MYXYMH W JKEHIIMH, OJMHAKOBOE COIJIACHO pe3yjibTaTaM JpyTHX
uccienoBannii. B Hame#t pabore u3 cemMHaAIaTH HAOIIOAECHUH JIUIIH MIECTh OBLITN
BBISIBJICHBI Y MY>KUMH, OJHAKO BEPOSITHOCTh MOAOOHOr0 OTKIIOHeHUs npu 50%
yacToTe npu3Haka coctaBiseT 20%, T.e. Takas BapHalus 10 U3-32 HEOOJBIIOTO
KOJIM4eCcTBa HaOJIO/IEHUN BIOJHE OOBSICHUMA.

Bce u3yuennbie HaMu HaOJIOIeHUS] OBLTU CTPYMIUPOBAHBI B 3aBUCUMOCTH
OT JIOKaJIM3aI[M OCHOBHOTO ouara nopaxenus. Takoe neneHre o0yCIOBICHO TEM,
4YTO B MOBCEAHEBHON KIMHUYEeCKOH mnpaktuke nepBbiM ¢ 1gG4-Ch crankuBaercs
Y3KHUI CIEHAIIUCT (XUPYPr, OKYJIHUCT, SHAOKPUHOJIOT, TACTPOIHTEPOJIOT), a TAKXKe
TE€M, YTO aHATOMWUYECKUN MPUHIUI TPYNIUPOBKU HUCHOJB3YETCS OOJIBIIMHCTBOM
uccienosarenei, uzydatouux npoosnemy 1gG4-Chb. Ilpu 3ToM Mbl yYUTHIBAIIN, YTO
IgG4-Cb sBisieTcsi CHCTEeMHBIM 3a00JIEBAaHUEM U TIEPBUYHOE MMOPAKEHHUE TOTO WU
MHOTO OpraHa HE€ HCKIIOYAeT BO3MOXHOCTH BOBJICUEHUS APYTUX OPraHoOB U
cucteM. B rpymmy cpaBHeHHs, KOTOpylo coctaBwin 34 HaOmoneHus, ObUM
BKJIFOUEHBI 3a00JI€BaHUsI aHAJOTUYHBIX OPraHOB M TKaHEH, He cBsi3aHHble ¢ 1gG4:
ayTouMMyHHBIM maHkpeatut (AUII) 2-oro Tuma, XpOHHYECKUN MaHKPEATHT,
NEPBUYHBIA CKIIEPO3UPYIOIIMIA XOJIAHTUT, HeCHelU(PUUYECKUe BOCHAIUTEIbHbBIE
MOPaXXEHUS CIIE3HBIX U CIIOHHBIX )KEJIE€3, XPOHUUYECKUE JAEPMATUThl U HEKOTOPbHIC
JpyTHe.

Camoii pacmpoctpaneHHo ¢opmoit manudpecranmu 1gG4-Cb B cepunm
Halx HaOIrOACHUN OBLIO MOpaKeHHEe IO DKENyAouHoN xene3bl B Buae AUII 1
tuna (40% HaOJI0CHHMIT), BTOPHIM 10 YaCTOTE OKA3aJIoCh MOPAKCHUE CIIC3HBIX H
CIIIOHHBIX JK€JI€3, a TaK)Ke JKETYHBIX MPOTOKOB, Ha JOJI0 KOTOPBIX MPHUILIOCH IO
9%. CxonHble pe3yabTaThl ObUIM MOJYYEHBI U IPYTUMHU UCCIEIOBATEISIMH, TaKKe
OTMETUBIIMMHM 3HAYUTEIBHOE TMpeoOsialaHue BOBJICUYECHHS MOJKETYTOYHOU
xene3bl pu 1gG4-Cb [Zen Y. et al.,, 2010; Matsubayashi H. et al., 2014,
Mulholland G.B. et al., 2015]. Cnenyer ormeruth, uto B padore E.B. Cokoin
[2016] pacnpeneneHre NAIMEHTOB IO JIOKATU3AlMU TOPAKECHUH 3HAYMTEILHO
OTJINYAJIOCh KaK OT TOJYYEHHbIX HaMH pe3yJbTaTOB, TaK M OT JIaHHBIX

3apyOeXHBIX HCCIIECIOBaHUN, a HWMEHHO: B 17% HaOmoneHuit ObLT BBISBICH
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3a0prOMHHBIN (GUOpP03, ocTanbHble 83% OTHOCHINCH K TOPAKEHUSIM OPTaHOB
rojloBpl W Mied, u3 HUX 60% - mopakeHWsl TIJla3 M CIE3HBIX JKele3. ITO
oObsicHgeTcst TeMm, uyTo mnamueHToB ¢ AWII 1 tuma HampaBnsitor 1160 B
XUPYPTrUYECKHe OTACICHUS MHOTONPO(GUIBHBIX OOJBHHI, JTUOO B JiedeOHbIC
YUpEXKACHUS OHKOJIOTUYECKOro Mpo(uiist ¢ MOJI03pEHUEM Ha pak MOJKETyI0YHON
xene3bl. B To ke BpeMs BOBIIEYEHHE B MATOJIOTMYECKHUI MPOIECC CIE3HBIX U
CIIIOHHBIX JKeJe3 00ecreynBaeT «TEeparneBTUYECKUN MaplipyT» MalueHTa U
BBICOKYIO BEPOSITHOCTh €r0 TOCTYIUICHUSI B PEBMATOJIOTHYECKOE OTIEICHUEIS
npoBeneHue auddepeHnranbHOoro auarHoza ¢ Oosesnsto Illerpena. 3Oto
MOATBEPKIACTCS U MaTepuaiaMu HaIIero MCCIEI0BAHMS, KOTOPBIA ObLI MOJyYeH
IPEUMYIIECTBEHHO U3 XUPYPTUUECKUX OTACIECHUIN CTallMOHAPOB.

B  oTedecTBeHHOW JaMTEpaType MPEACTABICHBl HEMHOTOYHCIICHHBIE
nyOJMUKaIMU O CBSI3M MOP(OJOTUYECKUX M3MEHEHUN B MOPAXEHHBIX OpPraHax ¢
JOKanu3alyed U KIMHUYECKUMHU TMPOSIBJICHUSMU 3a00J€BaHUsA, MPU STOM TOUTH
BCE OTU MYOJMKALMKU SIBISIOTCS OMHCAHUEM OJHOTO WM CEpUM HaOJIOACHUMN
[EropoB B.U. u ap., 2007; BacunseB B.W. u nap., 2013; boponynuna U.B. u np.,
2016]. MImeHHO TOATOMY CpaBHUBATH PE3YyJbTATHl HAIIETO HCCIEAOBAHUS MBI
OyZieM TPEUMYIIECTBEHHO C JAaHHBIMU MHOCTPAHHBIX MYyOIMKAIIUH.

Mopdonornueckue nposiBaeHus 1gG4-Ch cxoaHbI IPU BCEX JIOKATHU3AIUSIX
NAaTOJIOTMYECKOT0 MPOLIEcCa M BKIKOYAIOT BBIPAKEHHYIO JTUM(DOIIa3MOLIUTAPHYIO
WHOUIBTpAIIMIO C HalWyueM B BocmnanuTenabHoM uHpuibTpate 1gG4+ TIK,
«BUXpeoOpa3zHblii» GuOpPo3 U odIUTEpUpYyIOWUNA (IeOUT, OJJHAKO UMEIOT U CBOU
OCOOEHHOCTM B pa3HbIX oOpraHax u TkaHsax. Tak, AWIl 1-oro Tuna
XapaKTEPU3yeTCsI HAJTMYUEM «JIOJIBKOBOLIEHTPUYECKOTO» ¢ubpo3sa,
pacnpoctpaHeHueM (uOpo3a Ha MapanaHKPEaTUUECKyH >KUPOBYIO KIIETUATKY,
aTpodueil armHyCcoB U Ipoaudepaueil MeITKiX MaHKEPATHIeCKUX MPOTOKOB. J1is
IgG4-cBsi3aHHOTO TTOpaKEHUSI TIEYCHH XapaKTepEeH «BHXpeoOpasHbIi» (Hudpo3 u
UMb o-TuTa3MOIUTapHAs UHOUIBTpaIMs MOPTATBHBIX TPaKTOB C
pacmpocTpaHEHHEM BOCHAIUTEIBHOIO HMHQPWIbTpaTa HA CTEHKY JKETYHBIX

IIPOTOKOB, a IIPpH |gG4-CBHSaHHOM MOpaXXCHHUMU BHCIICYCHOYHBIX JKCIIUYHBIX
122



MPOTOKOB  OTMEYAETCS  MEPUIPOTOKOBBIM  «IYKOBHYHBIN»  QUOpo3 ¢
WCYE3HOBEHHEM MEJNKUX TPOTOKOB. |gJG4-cBsa3aHHOE TOpaKEHWE CIIE3HBIX U
CIIIOHHBIX JKE€JI€3 XapaKTEepPU30BaJOCh COYETAaHWEM aTpopuu TKAHHU >Kelie3bl B
COUCTAaHUU C «BHXpPeoOpa3HbIM» (UOPO30M U BBIpaxkeHHOW muddy3HOM TUMEPO-
IJIa3MoOIMTapHOW  BocrnanuTenbHoM wuHbuabTpauuet. s 1gG4-cBa3anHoro
NOpaKEHUS  IIUTOBUIHOM  >Kenme3bl  XapakTepHbl  AuddysHas  numdo-
IIa3MOIUTapHAs ~ BOCHANIMTENbHAss ~ WHQWIbTpamuss ¢ (GOpPMHUPOBAHUEM
TUMGOUIHBIX TCeBAO(DOIIMKYIOB, a TakKKe ToTalbHas atpodus (OJUTUKYIOB B
couetanuu ¢ AudPy3HbeiM GUOPO30M, pacpOCTPAHSAIOMIMMCA HAa MSITKHE TKaHU
men. [lopaxkenne koxu mpu |gG4-cBsa3anHOW O00JIE3HN XapaKTEPHU30BAIOCH
KpyMHOOYaroBou JuMQO-TIa3MOIIMTAPHON TMEPUBACKYISIPHOW BOCHAIUTEIbHON
uH(pUIbTpanuen aepmMbl ¢ (popMupoBaHHEM JTUM(OUIHBIX ICEBAO]DOIIIUKYIIOB,
nponudeparnueit MuopuOpoOIACTOB U BHIPAXKEHHBIM (POPO30M 1€PMBI.

K ocHOBHBIM KpuTepusiM (T.H. «OOJIbIIKE» TUCTOJIOTHYECKHUE KPUTEPHUH),
KOTOpbIE MO3BOJIAOT 3anono3puth IgG4-Cb B coorBerctBUM ¢ bBocTOHCKMMH
pekomenmanusamu [Deshpande V. et al., 2012], otHocsTCS BhIpaskeHHast TuUM)O-
iazMonuTapHas MHQuibTpauus, uopo3 ¢ (popmupoBaHuem '"BuUxpeoOpa3HbIX"
CTPYKTYp, OOUTEpHUPYIOMHKN (ISOUT U HATMYKE B BOCIIATUTEILHOM HH(PUIbTpATE
IgG4-kneroxk.

JlumdormazMoruTapHasl ~ BOCHAJUTENbHAS ~ WHQWIBTPALNS,  SBISSICH
MPOSIBJICHUEM XPOHMYECKOTO MMMYHHOTO BOCIAJIEHUs, UMeJla MECTO BO BCEX
HaOMoIcHUsIX W Obuta BeIpaxkeHHOH (60%) wim ymepenHoin (34,5%). Crenyer
OTMETHTh, YTO BBIPAXKCHHBIM JUM(O-TIIA3MOIMTAPHBIA HWH(DHIBTpAT darie
oOHapy>KHUBaJICA TIPU MOPKECHUH TKaHEH Ta3a (B 2 U3 2 HaOIIOeHUH), CITIOHHON
xKenesbl (B 5 U3 5 HabmoAeHui), NIMTOBUIHON keye3bl (B 4 u3 4 HaOIoIeHU ),
koxu (B 3 u3 3 HaOmOeHN) U TIOIKETYTIOYHOMN kele3bl (9 u3 22 HabmoaeHui).
JlaHHBIN KpUTEpUN HE SBIAETCS CHEU(PUYHBIM, HO TTIOCKOJIBKY OH BCTPEUYAETCS B
OONBIIMHCTBE HAOMIOMCHUM W SIBJISETCS UYYBCTBHTEIBHBIM, TO MOXET OBITh

UCITOJIB30BaH i TudPepeHIMaTbHON JUATHOCTUKH C OMTyXOJISIMHU.
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BTOopbiM 3HAaYMMBIM THATHOCTHYECKUM KPUTEPUEM SIBIISICTCS TPOTYKTUBHBIN
¢ubpo3 ¢ QopmupoBaHUEM «BUXPEOOPa3HBIX» CTPYKTyp. DopmMupoBaHue
¢bubpo3HON TKaHM B  HMCXOAE BOCHAJEHUS  SBISETCS  YHUBEPCAIbHBIM
MaTOJIOTUYECKUM TPOIIECCOM, OJHAKO JalleKO HE BCEraa MpH 3TOM IPOUCXOIUT
n30bITOYHOE O00pa3oBaHHME KOJUIareHa C «BUXPEOOpa3HbIM» PaCIONIOKEHUEM
BOJIOKOH. [lo Hammum panHbIM, puOpo3 oOHapyKUBaAJCS BO BCEX HAONIOJACHUSX,
npu 3toM B 58% wnaOmonenuid IgG4-Cb oH Obl1 BbIpaXeHHBbIM, a B 42% -
ymMepeHHbIM. DOpMHUPOBAHUE «BUXPEOOPA3HBIX» CTPYKTYpP ObLIO OTMEUYEHO HAMU B
84% ciydyaeB, Ipyd 3TOM OHO OBUIO OCOOEHHO XapaKTEPHO ISl MOPAKEHUM
MOJKEITYTIOYHON JKENe3bl, KETYHBIX MPOTOKOB, CIE3HBIX U CIIOHHBIX JKeJe3, YTO
COBIIaJACT ¢ pe3yabTaTamu Apyrux ucciaemoBanuii [Cokon E.A, 2016, Mizushima
l. etal., 2017].

OGautepupyromuii - GaeduT — TpeTHil «OOJIBIIONW» JHArHOCTHYCCKUN
kputepuii. HecMoTpss Ha TO, 4YTO 3TOT MpHU3HAK MPHUCYTCTBYET HE BO BCEX
HAONIOACHUSAX, OH MOXET OBbIThb HCIOJB30BaH MNpH AU depeHuanbHON
muarHoctuke 1gG4-Chb ¢ apyrumu BocHaauTelbHBIMU 3a00JieBaHUsIM. B Haiiem
UccleIOBaHUM o0NuTepupyronuii Gpiedut Ol BeisiBIEH B 45% Bcex HaOMOAeHUN
u Obu1 oOHapyxeH B 12 u3 22 nabmonenuii (55%) 1gG4-cBsizaHHBIX TTOpaXKEHUN
MOJIPKEITYIOYHON KeJe3bl, a Takke B 3 U3 5 HaOMI0ICHUN MOPAKEHHUM CIIE3HBIX U
CIIIOHHBIX JKene3. Hamum maHHble MOATBEPXKAAIOTCS pe3yibTaTaMu APYTUX
MCCJICIOBAHUM, COTJIACHO KOTOPBIM OOJUTEPUPYIOMNMA (PIIeOUT BBISBISETCS HE BO
Bcex HaOmoneHusix [gG4-Cb, a takxke MOXeET ObITh OOHApYKEH NpH APYTrHX
ayTrouMMYyHHBIX 3a0oneBanusx [Cokon E.A., 2016, Geyer JT, et al., 2010]. Bmecte
C TeM, MOJY4YEHHBIC PE3yJbTAThl IMO3BOJIACT YTBEPXKIATh, YTO TMOUCK JAHHOTO
MpU3HAaKa JOJDKEH OBITh MPHUIICTBHBIM, TTIOCKOJIBKY B ITOBCETHEBHON MPAKTHKE MPH
PYTUHHOM WCCJICIOBAHWN TEKYIIEr0 MaTephalia OH MOXXET OBITh MPOMYIIEH.
Heobxoaumo OTMETUTH, YTO M30BITOYHOEC BHMMAHHUE MATOJOTa UMEHHO K ITOMY
KpUTEpUI0O B ymiepOd JApyruM TIpU3HAKaM MOXET TaKXKe TMPUBECTH K

JAUAarHoCTH4YCCKUM OIIOKaMm.
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Jpyrue MopQonorudeckue KpUTepuu (BCIOMOTaTeiabHbIE), K KOTOPBIM
OTHOCSITCSI ~ D03MHO(DMIBHO-KJIETOUHAs  MHQWIbTpaluss W (OPMUPOBAHUE
TUMGOUIHBIX TICEBIOGOITUKYIOB HecHelM(pUYHbl U HAOTIOJAI0TCS MPU APYTUX
BOCHAJIMTENBHBIX Mpoleccax. Ponp 3Tux npusHakoB B auarHoctuke 1gG4-Cb no
KOHIIa HE YCTaHOBJICHA.

Kak cnemyer u3 Ha3zBaHus 3a00JI€BaHUsI, €TO MATOTE€HE3 CBSI3aH C KOHKPETHBIM
KJIACCOM HMMMYHOTJIOO0YnMHOB. B HacTosmiee Bpemss y Mopdoiora HMeeTcs
BO3MOXXHOCTh wuaeHTHGuKanuu 1gG4+ IIK ¢ 10BOJIBHO BBICOKMM ypPOBHEM
JIOCTOBEPHOCTM U HHU3KOM  CE€0ECTOMMOCTBIO — HMMYHOTMCTOXHUMHYECKOE
uccaenoBanne ¢ anturenamu Kk [gG4.  HMmeHHO ATOT  MOJIEKYIISIpHO-
MOP(}OIOrMUECKU KpUTEPUM SBJISIETCS CaMbIM 3HAYUMBIM MPU MOP(OIOrHuecKoi
Bepudukanuu. Tak, BO BceX MpeACTaBIECHHBIX B Hallel padote HabmoneHusx 1gG4-
Cb xommuectBo IgG4+ IIK B penpe3eHTaTUBHOM TIOJIE 3PEHUS HCUHUCISIIOCH
HECKOJBKUMHU JIeCTKaMH U cocTaiisiio oT 46% 10 100% oT Bcex mia3MaTHYecKux
KJIIETOK BOCHAJUTENbHOrO uH(pmiIbTpara (Tabmuma 5). Ilpu BocmaMTENbHBIX
nporieccax He cBs3aHHbIX ¢ [gG4, xomuuectBo 1G4+ TIK B uHbuIbTpare ObUIO
3HAUUTENBHO HMKE W BapbupoBano oT 0 no 10 knetok B moise 3peHud. Tak, npu
AMUII 2 tuma, a Taxke MpU XPOHUUECKOM TNaHKpeatuTe konmuectBo 1gG4+ T1K B
BOCHAUTENIbHOM HH(MIbTpaTre Obu10 Ha 95,5% wMenbiie, yem npu AUIIL 1 Tuna
(p<0,01) (puc. 2). Hecmotrpst Ha «(poHOBOE» OKpalIWBaHUE, HAOIIOIacMOE IPH
MMMYHOTUCTOXUMUYECKOM BBISIBJICHUU THOOBIX UMMYHOTIJIOOYJIMHOB,
unentupukanus IgG4+ IIK He mnpexacraBuser 3arpyaHeHuil. HeoOxomumo
OTMETHUTb, YTO B OoNbIIMHCTBE HaOmonenuit npu BbisiBieHun [gG+ IIK umeno
MECTO BBIpaKEHHOE «()OHOBOE» OKpalIMBaHUE NIpernapaTtoB. B cBs3u ¢ 3TuM Hamu
JOTIOJTHUTENBHO OBUIO TMPOBEJEHO HMMMYHOTMCTOXMMHUYECKOE UCCIEeI0BaHUE C
aututenamu kK CDI138 nns Gonmee TOYHOTO OIpeAeNeHuss OOIIEro KOJUYeCTBa

IUIa3MaTHYECKUX KJIETOK B HHUIbTpare u cootHomenus 1gG4+/CD138+ I1K.
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Tabnuna 5. CpenHue mokaszareian abCOMIOTHOTO KOJIMYECTBA IUIa3MaThuueckux kietok u gons CD138+, IgG+ u 1gG4+

KJIETOK B BOCMIAJUTENbHBIX HHPMIbTpaTax npu [gG4-csa3annoii 6one3nn (M+m (pa3dpoc))

Jlokaan3anusa

IMK* CD138+ 1gG+ 1gG4+ 1gG4+/1gG+ 1gG4+/CD138+
[Momxenynounas xeinesa 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)
ITeuenr u  xemunsie | 93,3+36,1 91,3+34.9 87,6140 65,9+40 72,116 69,4+16,7
IIPOTOKHU (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
MIPOCTPAHCTBO (75-83) (60-76) (56-76) (38-58) (67,9-80,9) (63,3-77,5)
- 101+21,1 91,7£20,6 89,2+20,8 68,719 77,5€12,9 75,4134
(73-132) (65-123) (63 - 100) (50-95) (51-92,1) (50-91,8)
Cre3HbLC KeTeshI 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)
MSIKHe TKAHH [a3HHIb! 113,5+7,8 92,5+11,8 91,7124 82+15,9 89,2+9 88,3+9,3
(101-123) (89-101) (68-100) (59-96) (74-96) (74-97)
I{ropmas xenesa 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)
Fopran 1134+2,6 90+2 87,3£2,5 59,74£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 76,4213 73,5+20,6
(139-206) (132-200) (128-190) (68-169) (45,6-93) (43,6-90,8)
Mindpaiseckue yir 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)

* - [1a3MaTUYECKHE KIETKU

126



Hamu  pganHHble cOBHamarT C  pe3yJbTaTaMd  pAla  3apyOeKHbBIX
uccnenoBanuii. Taxk, J.D. Strehl ¢ coapr. [2011], mpoananu3upoBaB MaTepuan ot 7
nanueHToB ¢ |gG4-cBsi3aHHBIM CKIEPO3UPYIOIIMM  CHAJIOAJCHUTOM/OITyXOJIbIO
KrorTHepa, mokasanu, uto abcomotHoe unciio 1gG4+ T1K BapbrpoBaio B MHUPOKUX
npeznenax (ot 4 g0 104) u B cpeanem cocraBuiio 40 kietok B [13BY. IIpu stom
aBTOpbl MOKa3aju, 4YTO TMPH XPOHUUYECKOM HEMMMYHHOM CHAJIaJICHUTE,
0OyCJIOBIGHHOM CHAJIOJIMTHA30M, abcoitoTHOe unciio 1gG4+ KIIeTOK B CIFOHHBIX
xKene3ax ObUIo O4eHb HU3KUM U BapbupoBaio oT 0 1o 27 B [I3BY.

B cepun wnHammx HaOmoaeHuil [gG4-CBA3aHHBIX MOPAKEHHN KOXHU
HEOOXOIMMBIN COINIACHO KOHCEeHCycy ypoBeHb [gG4+ IIK He ObUT BBISABIECH HU B
OJHOM HAOJIOJEHUM, YTO COBIAJAET C pe3ylbTaTaMU JPYIHMX HCCIEIOBaHUIM
[Mizushima I. et al., 2017, Hamaguchi Y. et al., 2013, Ikeda T. et al., 2013, Jalilian
C. et al., 2014]. B uenom, naHHbIe Kak 3apyOeKHBIX, TaK U HAIIETO MCCIICIOBAHUI
yKa3bIBalOT Ha To, uTo ypoBHU 1G4+ TIK, npunsareie Koncencycom mis 1gG4-Ch
CIIUIIKOM BBICOKHA [T HEKOTOPHIX JIOKAIHM3AIMi, YTO TPUBOAUT K HHU3KOH
YyBCTBUTEJIIBHOCTH JTOT0 TNpu3Haka mnpu auarHoctuke |1gG4-cBs3aHHBIX
MOPAKEHU CIIOHHBIX JKeJie3 U KOKU. CHM)KEHHE MOPOroBOTr0 AUArHOCTUYECKOTO
3HaueHus konudectBa 1gG4+ IIK o ypoBHs > 30 mpu mopakeHHH CIIOHHBIX U
cie3HbIX xene3 U >100 mpu mopakeHHUsIX KOXKHM HEe OKaKET OOJBIIOro BIUSHUS HE
cnenupUYHOCTh 3TOr0 MPU3HAKA, MOCKOJIbKY MPU HEMMMYHHBIX 3a00J€BaHUSAX B
BOCHAJIMTENIBHBIX HMH(PUIBTpPATaX OINpPEAENseTCs HE3HAYUTENbHOE KOJIUYECTBO
IgG4+ TIK, npu 3TOM €ro 4yBCTBUTEIBHOCTh 3HAUUTEIbHO MOBBICUTCS.

CootHomienne 1gG4+/1gG+ I1K B cepun Hamumx HaOIOACHUI BapbHPOBAIIO
or 48,2 ngo 100%, nocturas HeoOxonumoro, corijacHo KoHceHcycy, ypOBHS.
BaxxHO OTMETHUTh, YTO B YacTH HAOIIOJEHMM HAM HE YJajJoCch OIEHUTh
cootnomenue 1gG4+/1IgG+ TIK BcnencTBue  BhIpakeHHOro  (oHa  mpu
okpammBaHuu npenaparoB Ha 1gG. B cBsi3u ¢ 3TuM BO Bcex HAOMIOACHUSIX HAMU
OBUIO JIOTIOJHHUTEIBHO ompezesieHo cooTHomienue 1gG4+/CD138+ kierok,
KoTopoe BapeupoBanio oT 46,2% mo 98,5% u B memom OBLJIO COMOCTABUMO C

cootHomeHuem 1gG4+/1gG+ IK.
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Hecmotps Ha mpeanonoxurensHo obmuii narorene3 1gG4-Ch kommyecTBo
IgG4+ TIK u cootnHomenue 1gG4+/1gG+ TIK wm 1gG4+/CD138+ IIK mmpoko
BapbUPOBAJIO B pA3JIMYHBIX OpraHax M TKaHAX. OTH pPa3iauuus MOTYT OBbITh
OOBSCHEHBI PA3INYHON BBIPAKEHHOCTHIO M PACIPOCTPAHEHHOCTHIO (hubpo3a K
MOMEHTY IOCTaHOBKM nuarHos3a. Tak, Y. Masaki ¢ coaBT. mokasaiu, 4To MpH
IgG4-Cb 30Hb1 pubpo3a coxepkanu Menbiie 1gG4+ TIK u xapakrepu3oBaauch
oonee Hu3kuM cootHomeHueM 1gG4+/1gG+ T1IK mo cpaBHeHHIO C ydacTKaMu 0e3
¢bubdpo3ubix u3menenuii [Masaki Y. et al., 2012].

Kpome Toro, Ha 3TH pa3auyusi MOTYT BIUATH Pa3HbIC CIIOCOOBI TOTyUCHHUSI
oOpa3uoB TkaHed. Tak, TpenaHoOOMONTaThl MOTYT COJEpXaTb MEHBIIE
WHOOPMATUBHBIX  YYacCTKOB IO CPaBHEHHIO C KPYHHBIMH  0Opas3lamu,
MOJIYYCHHBIMA B XOJ€ OIEPATUBHOTO BMemIaTeabcTBa. HeoOXoauMo OTMETHTH,
4yTO cama 1o cede BocnanutenbHas uHbunsTpaus 1gG4+ 1K nabmronaercsa npu
pa3IMYHBIX MMATOJOTHUECKUX Mpoleccax, He cBsa3aHHbIX ¢ 1gG4-Chb. J.D. Strehl ¢
COABT. TMOKAa3aJM, YTO B TKAHEBBIX 00pa3Iax M3 IMATOJIOTHYECKUX 0O0pa3oBaHUI
poToBOM mojiocTd, HWKHUX O0TAesoB JKKT, CHHOBHAIBHBIX 000JIOYEK, KOXKU U
KapIIMHOM TIpu He cBsA3aHHBIX ¢ 1gG4 3a0oneBaHUSAX B BOCIHAIUTEIBHBIX
uHpuIbTpatax omnpexaensiercs conee 10 1gG4+ TIK B II3BY [Strehl J.D. et al.,
2011].

B omHoM u3 Hammx HaOMIOJEHWA Mbl BBISBUJIM PAaHHUN pak >KelyIka,
pasBuBIMiics Ha ¢one npencymectByromiei [gG4-Ch. O1o eme pa3 1oka3biBaeT
CIIOKHOCTh M HEMPOTHO3UPYEMOCTh Pa3BHTHS MATOJOTHYECKOTO IpoIecca IpH
IgG4-Cb. He uckitoueHo, 4TO MEXaHU3M BKJIIOUEHHUE MATOJIOTMYECKOro IMpolecca
nocpenctBoM IL-10 siBrsieTcst yHUBEpCaTbHBIMU U 33/ICHCTBOBAH TPU PA3IAYHBIX
nporeccax. [Ipu 3ToM, B OTHUX CITydasiX pa3BUBACTCS HEOTUTACTHUECKHUX TPOIIECC,
a B JApyrux — wusMeHeHwus, xapakrepHbie s [gG4-Cbhb. Kpome Toro, psn
KIIMHAYECKUX JaHHBIX CBHUJETEIHCTBYET TIOJIB3y TOrO, YTO B psANE CIydyacB
HEOIUTACTUYECKUH MPOoIece MMEET ayToMMMYyHHYto npupoay [Giat E. et al., 2017].
B cBs3u ¢ atuM, BbipaboTka kputepueB auarHoctuku 1gG4-Chb, B Tom uucie u

MOP(OJIOTUYECKON, UMEET KpaliHEe Ba)KHOE 3HAUCHHE.
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Ha ocHOBaHMM mMpPOBENEHHOTO WCCICIOBAHWA HaMHU ObUT BBIPAOOTaH
anroputM Mopdonorndeckoit ruarnoctuku [gG4-Ch, npeacraBneHHbIil Ha puc. 56

Takum  oOpazom, 19gG4-Cb  xapakTepusyeTcsi MYJIbTHOPTAHHOCTBHIO
pPa3BUBAIOIIMXCS  MATOJOTMYECKUX W3MEHEHWH, a B psAAe CcIydaeB H
METaxpOHHOCTBIO ux KIIMHUYECKON MaHupecTaluu, TpeOyIOIUX
MYJIbTUIUCIUILIMHAPHOTO nojaxojaa K o0cJeJ0BaHHIO MaIMEeHTOB.
Mopdonornuecknii nuarao3 1gG4-Chb He OCHOBBIBaeTCS TOJBKO HA HAJIWYHH B
BocnainuTesbHOM uHpuibTpate |gG4+ KIeToK, a YYUTHIBACT TaKUE Ba)KHBIC
JTUArHOCTUYECKHE TPU3HAKKM Kak JUMQOIUIa3MOIUTApHYI0 WHOWIBTPAIUIO,
«BUXpeoOpasHeii» (Gudpo3 u obmutepupyromuii - ¢aedobur. B pesynbTare
MPOBEICHHOTO  HWCCJENOBAHMS HAMH  YCTAaHOBJEHO, UYTO  COOTHOIIEHHUE
IgG4+/CD138+ wmmm 1gG4+/IgG+ kimerok ¢ moporoBeiM 3HaueHueM >40%
o0najaeT JOCTAaTOYHOM YyBCTBUTENBHOCTHIO it auarHoctuku 1gG4-Cb.
Pexomennyetcst ucnonb3oBath okpacky Ha CD138+, mockonbKy OKpalliuBaHue Ha
IgG B psae HAOMIOACHWI JaeT BBIpAKEHHBINM ()OH, HE TMO3BOJISIONIAN MPOBECTH
MOJICYET TOJIOKUTEIIbHBIX KIETOK.

Mpb1 mojaraem, 9YTO pe3yJbTaThl TPOBEICHHOTO HWCCIASAOBAHUS OYyIyT
CrIocoOCTBOBATh yAydllleHHIO0 AuarHocTUk |gG4-cBsizanHOM Oojie3HM B Hamen

CTpaHC U, CICAO0BATCIIBHO, AICKBATHOMY JICUCHHUIO ,Z[&HHOIZ KaTCropuu IanucHTOB.
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Puc. 56. Anroputm mopdonorudeckoit nuarnoctuku [gG4-Chb.
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BbIBO/bI
|gG4-cBs3annas 60J€3Hb XapaKTEPU3YETCs MOPAKECHUEM PA3INIHBIX OPTaHOB
U TKaHEeW, KIMHUYECKHM HMUTUPYET OIYXOJIEBBIA POCT, a €€ JAMarHOCTHKa
TpedyeT naToMop¢OI0THYECKOro u MMMYHOTUCTOXUMHUYECKOTO
MOJITBEPKACHUSI.
[Ipeobnanaronumu  Jokanu3anusMu npu Manudecraumu [gG4-cBsizanHON
OOJIe3HH SIBISETCS TOPaKEHUE TMOKeTyaouHor sxene3bl (40%), KeTdHBIX
poToKoB (9%), TkaHei rinasa (9%), ciroHHbIX xene3 (9%).
BolpaxkeHHblld  TUM(O-TUIa3MOLIMTAPHBIA  HUHPUIBTPAT XapaKTEpeH JUIs
MOPaKCHUsI TKAHEW TIJa3a, CIIOHHOM JKeJle3bl, IIUTOBUIHOW IKEJE3bl,
MOJKETY/IOYHONM  kKenne3bl W Koxku. DopmupoBanue ¢Gubpoza B BHUC
MYyapOBBIX CTPYKTYP OCOOEHHO XapaKTEPHO TSl TOPAKEHUH TTOIKEITyTI0UHOM
xene3bl (82% HaOMOACHMI), TTEYSHN M JKCTYHBIX MPOTOKOB, TKAHEH TIiia3a.
OG6auTepupyromuit ¢Gaedutr Hanbojaee 4acTo HAOMIOAAETCS MPU MOPaAKEHUU
oKy 10uHoM xene3bl (55%) u ciroHHBIX kene3 (60 %).
Juarnoctuyecku 3HauuMoe konudecTBO 1G4+ miazMatuyeckux KIIETOK B
uHQUIbTpaTe KOJECOJETCSA B 3HAYMTEIBHBIX TMpeaenax W 3aBUCHT OT
JOKAJIU3allid TOPaXKEHUsT W CTaAuM Tpolecca. J(MarHOCTHUeCKHil Mmopor
konuuectBa 1gG4+ murazMaTUYecKUx KIETOK, MPUHATHIA MEXKIyHAPOIHBIM
Koncencycom st 1gG4-cBsI3aHHBIX OPaKEHUH CITIOHHBIX, CIIC3HBIX JKEJIE3
KOXH CJIMIIKOM BBICOK, B CBSI3M C JTHUM, HEOOXOJAMMO CHIKEHHUE TPAHMII
TIOPOTOBBIX 3HAYCHHM 10 YpoBHS > 30 I MOPaKCHUSI CIFOHHBIX M CJC3HBIX
xene3 u >100 — niia nopaxeHu KOXH.
Cootnomenne 1gG4+/1gG+ numm 1gG4+/CD138+ mna3MaTHYECKHX KJIETOK C
noporoBeiM 3HaueHueM >40% ONTUMAIBHO MOAXOAUT AJS JAUATHOCTUKHU
1gG4-cBs3anHoi 00Je3HHU. [IpennouturenbHee HCIIOJIb30BaTh
MMMYHOTHCTOXHUMHUYECKYI0 okpacky Ha CD138+, mockonbky peakmus ¢ 1gG B
psne HaOJMIOEHWM NaeT BBIPAKCHHBIM (POH, HE TMO3BOJISIIONIMNA MPOBECTH

IoACYCT IMOJIOZKHUTCIBbHBIX KIICTOK.
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NMPAKTUYECKUE PEKOMEHJALIUN

1. Hns nuarnoctuku IgG4-cBsi3anHON 00J7€3HM HEOOXOAMMO HCHOIb30BaATh
cleyloume Kputepuu: AuMQpOo-TUIa3MOIUTapHbId MHOUIBTpAT (OTCYTCTBUE,
ci1ab0 BBIPAKEHHBIM, YMEPEHHO BBIPAKCHHBIN, BBIPAXKEHHBIN), (UOPO3 C
GbopMHUPOBAHUEM MYapOBBIX CTPYKTyp (Haguuue, OTCyTcTBHE, (ubOpo3 0e3
MYyapoBBIX CTPYKTYp), oOiuTepupyromuii ¢uedbur (Haauuue, OTCYTCTBHE),
KOJIMYECTBO IUIa3MAaTHMYECKUX KIETOK B TIOJiE 3pPEHUST C TOYHOCTHIO JI0
necsatkoB, cootHomieHue IgG4+/1gG+ u 1gG4+/CD138+ mina3maTudeckux
KJIETOK C TOYHOCTBIO JIO JIECATKOB.

2. PexomeHnayeTcsi HCHOJb30BaTh HMMYHOTHCTOXMMHYECKYIO PEAKIUI0 C
antutenamu k CD138+, mockonbky peakuus ¢ 1gG B psae HabmoeHuid qaet
BBIp2XEHHBIA (JOH, HE TO3BOJSIONIMI IMPOBECTH TMOJCYET MOJIOKHUTEIBHBIX
KJIETOK.

3. Ilpu orcyrctBUM  MOP(OJIOTHUECKMX  IMPU3HAKOB  TPaHYJIEMaTO3HOTO
BOCTAJICHUS W OIYXOJEBOTO POCTa HAIUYME C YMEPEHHO BBIPAKEHHOTO
TUM(GO-TUTa3MOIIMTAPHOTO MHPMIBTPATA ¢ MHOTOUHUCIEHHBIMH TUIa3MOIUTAMH,
BUXpeoOpaszHoro ¢ubpo3a wu/mam obnuTepupyromero ¢uedbura JTUKTYeT
HEOOXOMMOCTh HUCIOJIb30BAHNUS UMMYHHOTUCTOXUMHUYECKOTO UCCIIEI0BAaHUS C
onpeneneHreM konudectBa 1gG4+ KIETOK M OIEHKOM COOTHOIICHHMS
[gG4+/1gG+ TIK, uto mo3Bonut Bepuduimposats |gG4-cBsizannyo 00J1e3Hb.

4. Ilaromopdomnoruueckoe 3akmtoueHue npu [gG4-cBa3anHoil 6one3Hu cremayer
dbopMyIupoBaTh, UCTIONB3YS 3 CTAaHAAPTHBIC KATETOPHH
a) «omcymcmeyrwom mopgonozuueckue U - UMMYHOZUCHIOXUMUYECKUE

npuznaku IgG4-ceazannon o6Honesnuy: ¢Gudbpo3 ¢ GopmupoBaHuEM
MYapOBBIX CTPYKTYpP OTCYTCTBYET, TUMQO-TIIIa3MOKICTOYHBIN HHDUIBTpAT
OTCYTCTBYET WM BbIpakeH cnabo, monsa IgG4+ TIK menee 30 B mose
3perns x400, cootHotenne 1gG4+/1gG+ n/unmu 1gG4+/CD138+ T1K menee
40%, wumeercs JEUKOIUTApHbIA WHOUIABTPAT WIM TpaHyJIeMaTO3HOE

BOCHAJICHUC,
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0)

«umeromcs 6epoAmMHOCHHbIE Mopgponozuueckue u
ummyHnozucmoxumuueckue npusnaku IgG4-ceazannoi 6oneznu -
mpedyemcsa conocmaeienue KiUHUKO-MOPPOI02UYeCKUX OAHHBIX)'
¢ubpos ¢ dopMuUpOBaHHEM  MyapoOBBIX  CTPYKTYp,  JuMdoO-
IUTA3MOKJICTOUHBI  MHQWIBTPAT OTCYTCTBYET WM BBIpaXKeH ciado,
HeoOUTepUpyIomui ¢GaeouT, B HHPUIBTpATE OTCYTCTBYIOT HEHTPOUIIBI,
Her rpanyneM, nons IgG4+ IIK menee 30 B mone 3penus x400, a
cootHotenue [gG4+/1gG+ n/unmu 1gG4+/CD138+ mna3maTHYECKUX KICTOK
oonee 40%, nons IgG4+ IIK Oonee 30 B mone 3penus x400, a
cootHomenue IgG4+/1gG+ w/mwm 1gG4+/CD138+ I1K menee 40%;

«mopghonozuueckue U UMMYHOZUCMOXUMUYECKUE  UIMEHEHUs
coomeemcmeyem IgG4-ceazannon 0o01e3nu)». MacCUBHBIN (PUOPO3 ¢
dbopMHpOBaHHEM  MYyapoOBBIX  CTPYKTYp,  JUMQO-TUIa3MOKIETOUHBIM
UHGUIBTpAT C MpeodiiajaHueM IIa3MaTUYeCKUX KIETOK, (popMupoBaHue
TUM(OUTHBIX nceB10(OITUKYIIOB, IIPUMECH 503UHO(UIIOB,
obnutepupytonuii GaeduT; B MHOUIBTpaTe OTCYTCTBYIOT HEHUTPOQUIHI,
Her rpanynem, gona IgG4+ IIK Oonee 30 B mone 3penus x400,
cootroienue 1gG4+/1gG+ n/unmm 1gG4+/CD138+ ITK 6osnee 40%.
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