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MuddepennuanbHasg IMarHocTuka 0oye3nu Dpareiima—Yecrepa

1 3a00;eBaHuii, cBs3annbIX ¢ IgG4
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AHHOTauus

OnucaH nep.bIi CAyYait AMarHOCTUKKM B POoccuM cncTeMHOro ructmoumntosa — 6oaesHu Sparerima—YecTtepa y 65-AeTHero Myx-
UMHBI, AAMTEABHO MOAYYaBLIEro Tepanuio no nosoay 6oae3Hn OpmMoHAa (MAMOMATUHECKOro PeTponepuTOHeaAbHoOro (rubposa).
MprBeAeHbl AaHHbIe AMTEpPaTypbl MO NaTOreHeTUYECKMM 3BeHbSIM, CXOACTBY MHOIUX KAMHWUYECKMX, AabopaTopHbIX 1 Mopdo-
AOTUYECKMX XapaKTePUCTMK 3TUX ABYX MMMYHOBOCMAAMTEAbHBIX 3a00AeBaHMI, OCBelleHbl BONPOCkl AMcdepeHLnarbHOR Ana-
rHOCTUKM. [oKasaHO, YTO MpOBEAEHME MHBA3MBHbLIX MPOLEAYP C TLATEAbHbIM MOP(OAOTUUECKMM/MMMYHOMOPOAOTUHECKUM
MccAaeaoBaHneM 6MONTATOB NOPaXEHHbIX TKAHEH ABASIETCS HEODXOAMMbIM YCAOBMEM AASI TPABUABHOM MOCTAHOBKM AMArHO3a.

KatodeBbie croBa: boresHb Iparefima—Yectepa, namnonatnieckuii peTponepuToHearbHbli (pubpos, 3aboreBaHmsi, CBsI3aHHblE C
IgG4, HenaHrepraHco-KA€TOYHBIFA rncTMoUMTO3, boAe3Hb OpmoHaa, myTaums BRAFV60OE.
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The paper describes Russia’s first diagnosed case of Erdheim—Chester disease (systemic histiocytosis) in a 65-year-old man who
has been long treated for Ormond’s disease (idiopathic retroperitoneal fibrosis). It also gives the data available in the literature on
the pathogenetic components of these diseases and on the similarity of many clinical, laboratory, and morphological character-
istics of these two immunoinflammatory diseases and covers the issues of their differential diagnosis. Invasive procedures with a
careful morphological/immunomorphological examination of biopsy specimens obtained from affected tissues are shown to be

necessary for accurate diagnosis.
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AJl — apTepuajbHOE JaBlIeHUe

Bb2Y — 6one3nb Dpareitma—Yecrepa

I'KC — ri1oKoKOpTUKOCTEPOU/IbI

NI'XW — MMMYHOTMCTOXMMMYECKOE UCCIIEIOBAaHUE
KT — kommnbloTepHas Tomorpadusi

JIY — numdaTurueckue y3ibl

MCKT — mynbrucnupaibHas KT

[MOT — no3uTpOHHO-3MUCCUOHHAsE TOMOTrpadust

POIT — panguodapmmnpenapat

Y3U — ynbTpa3ByKoOBOE UCCIIeI0BaHNE

1gG4-C3 — 3aboneBaHus, cBsizaHHble ¢ [gG4

IgG4-CC3 — cucreMHoe 3abojeBaHue, cBsizaHHoe ¢ IgG4
IL — uHTEpieliKuH

INF — unrepdepon

Bonesns Dpareiima—Yecrepa (BOY) u 6os1e3HM, CBSI3aHHBIE C
1gG4 (1gG4-C3), oTHOCITCS K MYJbTUCUCTEMHBIM BOCIIATUTEIbHBIM
3a00J1eBaHUSIM HeM3BeCcTHOU aTnosiornu. bBOY — penkuii HejlaHrep-
raHCO-KJICTOYHBI TUCTUOIIMTO3, OIMCAHHBIA BrepBble Jakob
Erdheim u William Chester B 1930 r. [1]. ITpubausurenasHo ot 500 1o
550 ciryyaeB cOOOIIEHBI B aHIJIOSI3bIYHOM JIMTEpAType, OJJHAKO KOJIM-
YECTBO BHOBb TMArHOCTUPYEMBIX CIy4aeB B MUPE 3HAYMTEILHO BO3-
pociio B riociieaHue 2 roaa [2]. Uctopuyecku BOY cuuraercs pasany-
HOH CTeNeHM arpecCMBHOCTU TMCTUOLIMTAPHBIM HapylIEHUEM Heu3-
BECTHOTO TTPOUCXOXKICHMS C IJIOXUM OTBETOM Ha Teparnuio. KinHu-
yecKasi KapTHHA 3a00JIeBaHUsI 3aBUCHUT OT PACIPOCTPAHEHHOCTH U
TSDKECTH OPraHHBIX TIOpaskeHMit. 3a00IeBaHKe ITepBOHAYAIBHO MTOpa-
JKaeT KOCTU, HO MOXET BOBJICKATh JII0OOOI OpraH ¥ TKaHH ¢ MHOT000-
pPa3HBIMKM KJIMHUYECKUMHU TPOSIBICHUSIMU, C KOJIeOAaHUSIMH OT Oec-
CHUMIITOMHBIX TMOPaXEHUI KOCTEe K MYJbTUCUCTEMHBIM YrpoXKaro-
LM XU3HU hopMaM, BbI3bIBasi TPYIHOCTH MPU MOCTAHOBKE TUArHO-
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3a 'y pa3JIMYHbIX crieraiuctoB [3—5]. [TaTojornueckue OTINIUTE T b-
Hble ipu3Haky BOY npejicraBieHbl KCAHTOrpaHYJIeMaTO3HBIMU MH-
dunpTpaTaMn U3 MeHHMCTBIX ructuoruroB CD68*/CDl1a=/S100,
OKpYKEHHBIX (prbpo3oM [6]. Drrosnorus u natoreHes bOY Hemocra-
TOYHO M3Y4YEHBI U ero Kiaccu@uKalus Kak olyxoJieBoro Win Bocra-
JINTEJIBHOTO 3a00JI€BaHMsI OCTAETCH CIIOPHBIM BoripocoM [6—38]. JTo-
KaJbHBI ¥ CUCTEMHBIN MPOBOCTAIUTEIbHBIN [IUTOKUH-XEMOKHUHO-
BBII MPOM b, KOTOPHIiA, TO-BUAMMOMY, CBSI3aH ¢ BOCCTAHOBJICHUEM
M aKTUBALIME THCTUOIIMTOB B MopaxkeHusix npu bOY, xapakrepusy-
€TCsl TOBBIIIEHHBIMU YpoBHsIMU uHTepdepoHa (INF)-a, nHTepeii-
kuHa (IL)-12, MOHOLIMTXeMOTaKCHUYECKOro Oesika 1-ro Tuma B CbIBO-
POTKE U BBICOKOI aKcmpeccuei 1L-6 B mopaskeHHBIX TKaHsIX, TOrIa
kak ypoBHU IL-4 u IL-7 cHukensl [7, 9]. BRAF — yyactHuk RAF
cepuHTeoHMHKMHa3bl (BKiIoyas CRAF u ARAF), kotopeie urpator
BaXkKHYIO POJIb B MUTOT¢HAKTUBUPOBAHHOM MPOTEMHKWHA3BI CUTHAJIH -
supytonieM nytu (kackaae RAS-RAF-MEK-ERK) [10]. H. Davies u
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coaBT. [11] o6Hapyxuau mytauuio reHa BRAF'y 5—10% GOJbHBIX €
OIYXOJIEBBIMKM 00pa30BaHUSIMK Uy 66% OGONbHBIX MenaHoMol. He-
nasHee BbisiBiieHne BRAFV600E mpu bOY [12] BniepBbie uneHTHOM-
IIMPOBAJIO OHKOTEHHBIE TIEPECTPOUKY TTPU 3TOM HapyiieHuu. Yacrtora
mytaiii BRAFV600E mpu B4 konebnetcst ot 38 mo 68% B 60ib-
IIUHCTBE COOOIIEHMIA, HO HEJIABHO TP MCIIOIb30BAaHUY BBICOKOUYB-
CTBUTEJIbHON TeXHUKU oOHapyxeHa 100% mytanmst y 18 u3 18 6omb-
HbIX [13, 14]. JomonHutenbHO OHKOreHHYI0 MyTario NRASQ61R
oOHapyxuin y 6oapHOoro bAY, 4To 1a710 OCHOBaHME BBIBECTU Ha MEp-
BBIH IJTaH 3HaYeHNE MUTOTCHAKTMBUPOBAHHOW TIPOTEMHKIHA3BI CHT-
HaJIBLHOTO TMYTH B ero raroreHese [15]. Bo3pacralomuit nHTEpecC K mo-
HUMaHWIO MEXaHU3MOB, JISKAIIUX B OCHOBE 3a00JIeBAaHUSI, CTUMYJTH-
pyeT uccienoBaTesieil K WMCIONIb30BAHUIO HOBBIX OMOJOTHYECKUX
areHToB, BKJIo4ast 1 UHrnoutopoB BRAF y 6osbHBIX ¢ paHee Heb1a-
TOTIPUSITHBIM MPOTHO30M [ 16]. Co3naHHOe MYTBTUIUCITUTUIMHAPHBIM
KoHceHcycoM Ha I MexnyHaponHoM cummosuyme 1o bOY pykosoa-
CTBO IO KIIMHWUYECKUM, JJAOOPATOPHBIM, PEHTTEHOPAINOIOTHUECKIAM
TIPOSIBIICHUSIM U JICYCHHIO 3a00JIEBAHUS YIIYIIITUT TUATHOCTUKY U 00-
JIETYUT TIPOBEICHNE HOBBIX HAYUYHBIX UCCIICIOBAHUI TIPY 9TOM Hapy-
meHwuu [6]. [Jo HemaBHEro BpeMeHU pa3MyHbIe PEIKO OIUChIBaEMbIC
OITyX0JIETIOI00HBIE MopaxeHus (0oe3Hb MuKyanya, omnyxoib KioT-
THepa, 0osie3Hb OpMOHIA, TUPEOUIUT Puzens, nceBioTyMop rjias-
HWII, UIXOTIATUIECKUI PETPOTIePUTOHEATbHBIN (GUOPO3 U Ip.) B Ha-
cTosiiiee BpeMsi oObeIMHEeHBbI B Tak HadbiBaeMmylo rpymmy IgG4-C3
[17]. TIpy HanuuuMK OBYX MOPAKEHHbBIX OPIraHOB U OoJiee AMarHOCTU-
pyetcst cucteMHoe 3abosieBaHue, cBsizdaHHoe ¢ 1gG4 (IgG4-CC3). D10
TTOHSITUE UCTIONB3YETCs IUTsI 0003HAYCHMSI TPYIIITBI 00JIe3HEel, UMeI0-
IIUX JIBa CXOMHBIX MpU3HaKa. [1epBbIil — cepONOrMUeCKUA: TTOBBIIIE-
Hue KoHueHTpauuu dpakumu IgG4 B cbiBopoTKe. Bropoit — rucro-
JIOTUUECKUIA: (hOpMUPOBAHUE B PA3TUYHBIX OpraHaX M TKAHSIX WH-
GbunabTpaumu ¢ OOJBIIMM COAEpXKaHWEM IUIa3MaTUYECKUX KJIETOK,
cekperupylomux [gG4, s03uHoGUIOB, ¢ pazBuTHEM (GUOPOCKIEPO3a
u obyurtepupytoiero daeduta [17—20]. Yacrora mociaenHuX ABYX
TPU3HAKOB MOXET BapbUPOBATh B 3aBUCHMOCTH OT TIOPAKEHHBIX Op-
raHoB. [Ipu IgG4-CC3, kak u npu bBY, morytr ObITh BOBJIEUEHBI
TPaKTUYECKHU JTIOObIe OPTaHbl: CIIe3HbIE/CITIOHHBIC JKee3bl, TIOMKeTy-
TOYHast Kejie3a, MevyeHb U KeJTYEeBBIBOMSIINE MyTH, JTUMMaTHIecKue
y3ibl (JIY), 11ouku, KOCTH, 3a0pIOIIMHHOE TTPOCTPAHCTBO M T.1. 3a-
0oJIeBaHMEe MOXET MPOrPecCUPOBaTh MEIJICHHO, HO U 1e0I0TUPOBATh
¢ yrpoxatoiiero ku3Hu coctostHus [21]. Takum o6pasom, 1gG4-C3
MOTYT UMETh CXOIHBIC TPOSIBIICHUST C CAPKOUI030M, TMCTUOIIMTO3a-
MU, Gose3Hbio lllerpeHa m IpyruMu CUCTEMHBIMM 3a00JICBAaHUSIMHU,
KOTOpBIE TTOPAXKAIOT BCE OPTAaHHBIE CUCTEMBI, HO UMEIOT OTYCTIUBBIC
TUCTOJIOTMYECKUE TIPOSIBJIEHUSI COTJTACHO BOBJICUCHHBIM OpraHaM
[22]. Pa3nuuHble UMMYHOOIIOCPEAOBAHHBIE MEXaHNU3MbI CITOCOOCTBY-
0T pasputuio dudpoBocnanutespbHoro mnpouecca npu 1gG4-C3.
IMpennonarator, uyro IgG4-C3 MOryT mpeacTaBisTh MPOTOTHIL
T-KJ1eTOYHO-0MOCPEIOBAHHOTO ayTOMMMYHHOTO 3a00JIeBaHMS, MPU
KOTOPOM POJIb ayTOAHTUTEJT HE SIBJISIETCS LICHTPAIbHOM B MaToreHese.
IMepexmouenue k IgG4 u IgE gBnsercs xapakTepucTUKO UMMYHHO-
ro orsera Th,. Dosunodunus 1 nopbiieHHble ypoBHU IZE B ChIBO-
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potke, Habmomnaembie y 40% 0GosbHBIX ¢ 1gG4-C3, TakKe orocpeno-
Banbl uurtokuHamu Th, [23]. Tlopaxennbie 1gG4 TKaHU MPOSBIAIOT
BBICOKYI0 9KCTIpeccuio uMTokuHoB Thy; IL-4, IL-5, IL-13, INF-y [24,
25]. Perynsitopabie kinetku Foxp3+T HabmomaloTcst B TOpakeHHBIX
TKaHsx npu [gG4-C3, yuem oObsicHsieTcsl oBbllIeHUE ypoBHS IL-10 1
TpaHcdopmupyioliero B-dakropa pocrta [26]. P aBropoB Habmona-
JIY TIOBBILIEHHOE KOJIMYeCTBO Kak Th -, Tak 1 T-pery/isTopHbIX Kiie-
ToK IgG4-C3 B kpoBH [27]. [TopaxkeHHbIe TKaHU, cBs3aHHbIE ¢ [gG4-
C3, 9BISIOTCS PE3yJbTaTOM YIMBUTEIbHOU 3KcraHcuu ¢hudpodia-
ctoB. PazBepHyThle cTainu 3a001€BaHUST XapaKTEPU3YIOTCS TSKEJIbIM
Gubposom [26]. DToT HUOPO3 BBI3BIBACTCS MPOJOHTMPOBAHHONW MH-
nykuumeit IL-13, KoTopblit SIBJISIETCS CUITBbHBIM CTUMYJISTOPOM (hUOpO-
3a M LIEHTPAJIbHBIM LIMTOKUHOM B M depeHmonHomM nytu Th,, mu6o
IgG4-C3 sBnsiioTcs pe3y/lbTaToM IMaTOJIOTUYECKON aKTUBALIMU TTyTH
Th, win Th, IMMYHHOM CHCTEMbI OCTAETCS YCTAHOBUTD. DKCIIEPTAMU
B 00JIACTU NMATOJIOTU U, PEBMATOJIOTM U, aJJIEPTOJOTUN, UMMYHOJIOTUM,
HedbPOoJIOruu, OHKOJIOTUM, O(TATBMOJIOTUU, XUPYPTUU U TTyJTbMOHO-
sioruu niocsie [ MexmyHapomaHoro cumnosuyma o IgG4-C3 (2011 1.),
MOATOTOBJIEHBl PEKOMEHIALIMU 110 HOMEHKJIAType 3TOTO COCTOSIHUS U
UHIMBUIYATbHBIM MIPOSBICHUSIM MOPAXEHUI OpraHHbIX cucTeMm [28].
bonbHbie ¢ BOY u [gG4-CC3 MOTYT UMETh CXOIHbIE KITMHUKO-1a00-
paTOpHbIe, PEHTTEHOPAAMOJIOrMYecKrue U Mopdooruyeckue mposiB-
JIeHUsl 3a00JieBaHUS M OOpalaThCcs K CHELMATUCTaM Pa3IndHOTO
npoduiis B 3aBUCMMOCTU OT MPEBAJMPOBAHUS OPraHHOTO TMOpaxe-
Husl. Mcnonb3oBaHUe peKOMEHIALMii, OMmyOIMKOBaHHBIX 2KCIEepTa-
mu o bOY u 1gG4-C3, 6ynyT criocod6cTBOBaTh M3yYEHUIO TATOTEHE-
3a, YJYYIIEHUIO TUArHOCTUKU U JIeYeHUs 3TUX 3abosneBaHuit. Tpya-
HOCTH, BO3HMKalOLME MPU MpoBeneHuu auddepeHInanibHon aua-
THOCTUKM 3TUX COCTOSIHUIA, TIPEACTaBJIeHbl B OMMUCAHWUU TEPBOTO
ciyyas nuarHoctuku BOY B Poccuu, BBISBIEHHOIO Ha OCHOBaHUU
MPENTIOKEHHBIX MEXKIYHAPOIHBIX KPUTEPUEB ITUX 3a00JI€BAHUA.
Onucanne Kimaudeckoro ciayvas. [laumenr /17., 65 net, oopaTui-
ca B HUMP B mapre 2015 1. ¢ xanobamu Ha ci1abocTb U yTomJisie-
MOCTb, TEPUOAMYECKU BO3HMKAIOLLYI0 (eOPUIbHYIO JIUXOPAIKY,
CHMXEHMe Macchl Tesia 10 10 KT 3a To1 ¥ BBIPaXKEHHYI0 OTEYHOCTh BEK.
N3 anamHesa: nepeHec xoneuurcrakromuto B 2011 r., HaGmonan-
cs B IOJIMKJIMHUKE TI0 MOBOJLY UILIEMUYECKOM OOJIE3HU cep/ilia, aTepo-
CKJIEpO3a A0PThl U KOPOHAPHBIX aPTEPUIL, TUTIEPTOHUYECKOI OOJIE3HU
I craguu; ayuteprojiornuyeckuii aHaMHe3 6e3 0COOeHHOCTEl, HacIe-
CTBEHHOCTh He oTdrouieHa. bojabHbIM cebs cunrtaet ¢ mapra 2014 r.,
KOT/Ia 10 MOBOJY HapacTalolleil ci1adocTu, MepruoanuyeckKoro moBbl-
LWIEHUS TeMIepaTypbl Tela W aprepuaibHoro nasiaeHus (A) no
170/100 MM pT.CT. 0OpATUIICS B TIOTMKIMHUKY TIO MECTY SKUTEIbCTBA.
[Tpu kommnblotepHoit Tomorpacduu (KT) opraHoB OproliHoii nojgoctu
U 3a0pIOLIMHHOTO MIPOCTPAHCTBA U OPraHOB MAJIOro Ta3a C BHYTPU-
BEHHBIM KOHTPACTHBIM ycujieHreM oMHurnakom 350—100 mut BbIsiB-
JICHBI MPU3HAKY KAJIMKOMMET0IKTa3UM 00erX Tovek (0oJjiee BhIpake-
HO CIpaBa), UH(MWIbTPATUBHBIE U3MEHEHHUS CTEHOK JIOXaHOK B BEPX-
Hell TpeTh 000MX MOUYETOUYHUKOB, BBIPAXKEHHbIC MHOWIBTPATUBHBIC
U3MeHeHMs napaHedpalibHON KJIETYATKU ¢ 00eUX CTOPOH, JinuMdbane-
HOMATHsI OPBIKENKM TOHKOM KUIIKHU ¢ TIeprudOKaTbHON WHOWIBTpa-
uMeit kiaeryatky. B jierkux nmaronornyeckux U3MEHEHU He BhISIBIIE-
Ho. C nuar"o3oMm: 6os1e3Hb OpMOHIa HaOIIONAJICS Y YpOJIOra U MOJy-
yay tepanuio 20—30 Mr npegHusonoHa. [1pu 1aboparopHoM obce-
JIOBAHUM BBISBJISIACH YMEPEHHasi BOCHAUTENbHAS AKTUBHOCTD: JI.
(11—15)-10°/n; COD 36—68 mMm/u, a -rnobyaunsl 7,4% (HOopMa
2,3—6,4%), C-peakTuBHBI 6enok 15,1—35,6 T/71; He3HAUUTETbHAS
runeprammariaooynuHemust 1o 20% (Hopma 11—18%) B oTcyTcTBUE B
KpoBU peBMaTouaHoro dakropa (P®) u onkomapkepon (ITCA, CA-
19—9 u PDA). 3abosieBaHKe MpoTeKaao BOJHOOOPAa3HO, HO B STHBape
2015 r. y 601bHOTO MOSBUJICS OTEK BEK M CTaJl HAPACTaTh 3K30(TaIbM.
bonbHOI HampasieH Ha KoHcyabrauuio B HUWP. Tlpu ocmoTpe: ko-
JKa BeK MUIrMeHTHpoBaHa. Ha Bekax KcaHTesla3Mbl pa3IMuyHOI BeIu-
yuHbl (cM. puc. 1 Ha uB. BKJeiike). JlarodTanbM 3 MM cripaBa U 4 MM
cieBa. OrpaHUYeHUE MOABVXKHOCTH IIa3HBIX SI0JIOK BO BCEX OTBEE-
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HUsIX. KOHBIOHKTHBA BEK, MEPEXOTHBIX M MOJYIYHHBIX CKIATOK OT-
eunbl. Ckianka Oy1b0apHOIl KOHBIOHKTHBBI BIOJIb BCETO Kpasi HUX-
Hero Beka ¢ ABYX cTOpoH. Clie3Hblil pyyeil HEBBICOKMIA, TOK CIe3bl
3ame/uieH. [lanbrnedpanbHble JOTU CIE3HBIX XKEJe3 YBEJIMUEHbI B pa3-
Mepax, OTeYHBI, COCYIIBI PE3KO pacuIupeHsbl. JIpyrre opraisl 6e3 oco-
oenHocteit. [Tpu yapTpaszBykoBoM uccienoBaHuu (Y3U) mmToBua-
HOM 3KeJie3bl BBIABICHBI MU (Y3HbIC U3MEHEHUS 110 TUITY XPOHUYe-
CKOTO TUPEOUINTA. YPOBHU TOPMOHOB IIMTOBUIHOM JKeJIe3bl B Ipe-
neslaX HOPMBI, aHTUTENIa K TUPEOTTIO0YIMHY ¥ TUPEOUITHOM TTEPOKCH -
nase He BBISBISUTUCH. [10 TaHHBIM MarHUTHO-PE30HAHCHOI TOMOTpa-
(uu ToOBHOTO MO3Ta W TJIa3HUII, KapTHHA BBIPAXXEHHOTO IBYCTO-
POHHETO 3K30(hTaTbMa, KOTOPhI MOXKET COOTBETCTBOBATDH ITEPUHEB-
pajibHOU (hopMe UANOTIATUIECKOTO MCEBIOTYMOpPA TITa3HUYIHOM KIIeT-
YaTKU C BOCITAJIUTEIbHO-OTEUHBIMK (PEaKTUBHBIMU?) U3MEHEHUSIMU
CJIE3HBIX XeJIe3 U MBIIIII TIa3HUIL. VicclienoBaHue ¢ NCTIONb30BaHUEM
SIIEPHOTO MATHUTHOTO PE30HAHCA TOJIOBBI BBISIBUIIO CIUHUIHBIC MeTT-
KHWe o4yaru B O€JIOM BEIIeCTBE TOJOBHOTO MO3Ta, BEPOSTHO, COCYIM-
croro reHe3a. KT OproliHoi monocTu U 3a0pIOIIMHHOIO MPOCTPaH-
cTBa. B moyocty mepukapa onpenesnsieTcst He3HAYUTEIbHOE KOIIe-
CTBO XUJIKOCTH, LIMPUHON B o0siacTu mnepeaHero jauctka no 0,7 cm.
[TeuyeHb yMepeHHO yBeJIMYEHA B pa3Mepax, CTPYKTypa U IUIOTHOCTh e
He u3MeHeHbl. OTMevaroTCsl BBIPaKEHHOE YITIOTHEHUE U TSKUCTOCTh
napaHedpaibHOI KJIeT4aTKu, 00e MOYeuHble HOXKHU Ha 9TOM (hoHe
mupdeperumnpyiorest Hedetko. Ha yposne L, —L,, aopra mydroo-
Opa3HO OKpY:KeHa MITKOTKAHBIMKM CTPYKTYpaMH, TOJIIMHA KOTOPBIX
nocturaet 1,2 cM. [TonoOHOro xapakrepa U3MEHEHUS OMPEAEISIOTCS
u B obact HUCxondwmei aoptel Ha ypoHe T, . —T,. Kniepenu ot ten
HIDKHETPYIHBIX TIO3BOHKOB BU3YAJIM3UPYETCST CTEISIIMICS MHOUITb-
Tpat ToJmuHOi 1o 1,3 cM. B OpbIkeiike TOHKON KUIITKU MHOXECTBO
yBeJIM4eHHBIX 10 1,8%1,6 cMm JIY 6e3 ueTkux KoHTypoB. KoMIibioTep-
HO-TOMOTpadryeckast KApTUHA He IPOTUBOPEUUT 6oJie3HN OpMOHIA.
[1pu cpaBHeHUM ¢ naHHBIMU OT 2014 . UMeeTcs BbIpaXkeHHast OTpU-
LaTeJbHasi TUHAMUKA B BUIE MPOTPECCUPOBAHUS CKICPOTHYESCKUX
W3MEHEHUI U sIBJIeHWi ruapoHedposa ¢ oberx cTopoH (OoJiblie
CIIpaBa), CO 3HAYUTEIHLHBIM 3aMeJICHMEM 3KCKPETOPHOU (hYHKITNU
nouek. st uckmoueHust immdornponndepatuBHOro npouecca Luejie-
co00pa3Ho gonogHuTeNbHOE oocnenoBanue. [Tpu Y3U rnasza u rnas-
HMUIIBI BBISIBJICHBI TPU3HAKY BBIPAXKEHHOTO OTeKa BEK M 9K30(dTajibMa,
3HAYUTETbHOE YBETUUCHUE Pa3MEPOB M300PaXKEHUsT, TaK Ha3bIBAEMO-
rO CTAaHAAPTHOTO MJIOCKOCTHOTO YJIBTPAa3BYKOBOTO Cpe3a CIE3HbIX XKe-
J1e3 «110 ryouHe u mmpuHe» (OD 2,27%1,52 cm; OS 2,23%1,03 cm).
C 06enx CTOPOH UMeeTCsT HepaBHOMEPHOE 3HAUYUTETbHOE YBeTUUCHUE
TOJIIIMHBI TIPSIMBIX TJIa30JBUTATEIbHBIX MBI, OOJbIIE C MPaBOi
croponbl (OD 0,52x0,56 cm; OS 0,48%0,53 cm). C npaBoii U JieBoOit
CTOPOHBI, MEXKIY 3PUTEILHBIM HEPBOM U TIPSIMBIMU TJIA30IBUTATEITb-
HBIMU MBIIIIIAMU, UMEIOTCSI 00J1aCTH pa3psKEHUsT, KOTOPBIE 0COOCH-
HO XOPOIIO BUIHBI C BHYTPEHHEH CTOPOHBI. [1pr IMMYHOJIOTUYECKOM
WCCIIEIOBAHUM: BBICOKOUYBCTBUTEbHBIN (BY) CPB 105 Mr/m (Hopma
<5wmr/n), IgG4 4,1 v/n1 (Hopma <2 1/1), 1gG 18,5 r/n1 (Hopma <17 r/7),
IgE 250 ME/mn (Hopma <100 ME/mn). YpoBuu IgA, IgM, dpaxiun
C3c/C4-koMIuIeMeHTa B TIpe/ie/iax HOPMBI. AHTHMHYKJICAPHBIN (hak-
Top 1 PO He onpenensiiorest. C npenmnoiaraeMbiM auarnozom: 1Gg4-
CC3 ¢ nopaxeHueM MIa3HULbI (TICeBIOTYMOD IJIa3HUL, CKIEPO3UPY-
IOVl TaKpUOANeHNT), 3a0PIOIIMHHOTO MTPOCTPAHCTBA (PEeTPOTIEpU-
TOHeaJIbHBIN (HUOPO3, CKICPO3UPYIOLINIT a0OPTUT) OOJIbHOI Harpas-
sneH B POHLL um. H.H. Broxuna ans rucronornyeckoit Bepuduka-
LIMY TUarHo3a. BBIMONHEHA JlanmapocKomusi ¢ OUOTICHeil GOIBIIOro
canbHuKa. [Ipy peBu3nu: B OPIOLIHON MOJOCTU CMAeYHbIN Mpoiiecc,
MHOXECTBEHHBIEC O€JIeCOBaThIC BBICHIITAHUSI IT0 OOJBIIIOMY CATbHUKY,
OpbIKelike TOHKON KUIIKHU. C ITOMOI1IbI0 OUOTICUITHOM LANKKY BBITION-
HeHa Oouoricust oopa3oBaHmii. [1o TaHHBIM CPOYHOTO MCCIETOBAHUSI,
KOHcTaTupoBaHa JuMdounHass UHGUIbTpaus ¢ GuOpPO3HO-KUPO-
BOI TKaHbIO. DJIEMEHTOB OIyX0JIeBOro pocta HeT. boibHoit B 2015 T.
rocriutanuzupoBaH B HUWP um. B.A. HacoHoBoii wis neueHus. B
aHanmu3ax kposu: Hb 125 v/, 1. 12,1-10°/m, 11. 2, ¢. 53, mamd. 39, MoH.
6, Tp. 472:10°/1, COD 40 mM/u (HopMma <10 MM/4). Buoxummdueckue
TTOKAa3aTelu B IIpejieiax HOPMbI, He3HAUNTeTbHAs TUTTOTIPOTEMHEMUSI:
obmrmit 6eok 63,8 T/ (HopMma >65 1/11), 3HAYUTETHHOE TIOBBIIIICHUE
ypoBHs BYCPB 181,5 mr/n (Hopma S 1/11). BeITOTHEHO UMMYHOTUCTO-
xumuueckoe ucciaenoanue (UI'XM) Ouonrarta ¢ MCronb3oBaHUEM
antutesn CD138, IgG, IgG4, panCK, CD20, CD3, CD68 (PGM-1).
[MomuMophHO-KIETOUHBI MHOUIBTPAT MPEACTABICH MHOXKECTBOM
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ructuormroB, CD68* ¢ mpumechio TMMOOIUTOB, GOJIbINAS YACTh KO-
TopbIX sABasiercs T-mumdounramu, CD3*. B-ntumbouunThl B BUIE OT-
NIEJIbHO PACIIONOXKEHHBIX HEOOoMbIIMX rpynn kietok CD20*. TTna3ma-
Tyeckue Kiuetkn CD138" B GonbIIoM KoJIM4ecTBe, OOMbIIAs 4acTh
KOTOPBIX siBJIsieTcst Mo3uTUBHBIMU 110 1gG tutasmoumtamu. [pu peak-
uuu ¢ IgG4 NMO3UTUBHBI JIUILb €AMHUYHBIE KJIETKH, COCTABISIOLINE
MeHee 10% To3UTUBHBIX KJIETOK 110 IgG (4TO MOXKHO OOBSICHUTD, Be-
POSITHO, TIPEIIIECTBYIOLIEN Tepanueid crepounaMu). 3akiloyeHue:
YUUTBIBAs NaHHbIE aHAMHE3a U MOP(OJOTUYECKYIO KAPTUHY, CIEIyeT
npeanosaraTh 3a0ojeBaHue, accounupoBaHHoe ¢ 1gG4. Wccnenosa-
HUE, BBIMOJIHEHHOE Ha TPOTOYHOM LIMTO(MIYOPUMETPE, BBISIBUTIO YBE-
JIMYEHUE TIPOLEHTHOTO U a0COII0THOTO KostnuectBa T-kietok (CD3*
89,3%; 2,2:10°/11), T-umroTokcnueckux kietok (CD3*CD8* 44,8%:;
1,0-10°/;m), cHIXKeHWe TPOLEHTHOTO M abCOTIOTHOTO KOJIMYeCTBa
B-xitetok (CD19*CD3- 0,3%; 0,008-10°/n1). C yuetom HeahdeKTHB-
HOCTM paHee TNPOBOAMMON Tepanuu TJIOKOKOPTUKOCTEPOUTAMU
(I'KC) GosbHOMY Hauyata KOMOMHMPOBAHHAs Tepanusi pUTyKCUMa-
OOM 1 HIOKCAHOM, KOTODPAs SBJISIETCS ONTUMAaJIbHBIM JICYUEHUEM TTPU
1gG4-CC3 [29—31]. BHyTpuBeHHO KareabHO ¢ npeMeaunkauueit 500
wmr commomenpoia BBeaeHb! 1000 mr putykcumaba u 1000 mr sHIOKCa-
Ha | pa3 B 2 Heq (2 BAMBaHUS Ha Kypc) C MOCJIEAYIOIIUM BBEACHUEM
9HIO0KcaHa 1 pa3 B 14 nHeii (4 Ha Kypc) U MOAIepKUBAIOLLIE Tepanuu
MeTUINpeaHn3010HoM 4 Mmr. Ilpu oueHke 3¢hPeKTUBHOCTU Tepanuu
yepe3 4 Mec 0ObEKTUBHO COXPAHSIICS BbIPAXKEHHBIN 9K30(TalIbM, Tie-
pUOIMYECKU OTMEYaICs MOAbEM TeMIepaTypbl 10 ¢hedpuibHOi. [Tpu
J1abOpaTOPHOM MCCIENOBAaHUM OTMEUEHO CHUXEHUE TIoKazareyiei
BocranuTesbHoit  aktuBHoctu (Hb 136 r/n, a. 11,510°/m, Tp.
433-10°/1, COD 50 mm/4 110 Becterpeny (Hopma mo 20 mm/4), BaCPB
15,2 mr/n, camkenne yposHst IgG4 no 2,1 r/n. Habmonanock moinHoe
ucroueHue B-kierok CD19* B kposu. I1pu mynptcniupanbHoit KT
(MCKT) rna3Huu nocjie BHyTpuBeHHoro BeeneHus 100 M Busumnaka
B OTCPOYEHHYIO (Da3y B peTpoOysibOapHOii KJIeTyaTKke ONpenessieTcs
MSTKOTKaHOEe O0pa30BaHUE C HEPOBHBIMU KOHTYpaMu, IMOJHOCTBIO
BBITIOJIHSIOLLEE TTOJIOCTH TJIa3HUL, TOMOT€HHOM CTPYKTYpHbI, pa3Mepa-
Mu cripaBa 3,3%X4,3%3.5 cM, cieBa 3,3%3,7%3,6 cM. MbIIIIisl 171a3,
cJie3Hble XKeJie3bl Ha 3ToM (oHe HeueTKo nuddepeHuupyoTes. 3pu-
TEJIbHBIE HEPBBI OKPYKEHBI MATKOTKAHBIMU Pa3pacTaHUsIMK, UCTOH-
yeHbl. OnpenensieTcs: AByCTOPOHHUH K30 TanbM. KocTHO-necTpyk-
TUBHBIX M3MeHeHMit HeT. BwimomneHna MCKT opraHoB OprolrHoii
MOJIOCTU TOCJIE€ KOHTPACTUPOBAHUS XKETYIOUYHO-KULIEYHOTO TpaKTa
110 U TTOCJIe BBEICHUS Be3UMaKa. 3akIloueHue: MPOsiBJICHUE peTpore-
puTOoHeanbHOro (hrubpo3a. YMepeHHas ABYCTOPOHHSIS MUET09KTa3US.
YMmepeHnHas renaromeranusi. COCTOSIHUE TMOCJE XOJELUMCTIKTOMUU.
HesHauuTtenbHbIi nepukapauT. MHOXeCTBEHHbIE yBeIrMueHHbIe JIY
OpblKeiiku ToHKoM KuKu. [1pu cpaBHeHuu ¢ nanusiMu KT ot 2015
r. 6e3 nuHaMuku. C y4yeToM MporpeccupoBaHUs KIMHUYECKUX MPO-
SIBJIEHUI TICEBOOTYMOpA IJIa3HUIL (CM. pUC. 2 HA IB. BKJEiiKe, puc. 3),
OTCYTCTBUS MONIOXUTETbHOU nnHamMuku npu MCKT ria3Hui v opra-
HOB OpIOIIHOI TTOJIOCTH Ha (hOHE Teparu, HEKOTOPBIX HEOOBIYHBIX
KIMHWYECKUX (TTEPUOINIECKIE TIOTbeMbI TeMIIePaTyphl 10 (GeOpHiIh-
HOIi, HaJlMuMe MHOXECTBEHHbIX KCaHTeJla3M BeK) U Mopdoornye-
CKUX (HaJuuue OOJIBIIOro KOJIMYECTBA TUCTUOLIMTOB U HEAOCTATOU-
HOTO KOJIMYECTBO IJIa3MOLUTOB, cekpetupyoiux [1gG4, npu UT'XU
11st moctTaHoBKU nuarHo3a 1gG4-CC3) nposiBiieHnit peleHo mpoBe-
CTU JOTOJTHUTENIbHOE 00CcIe0BaHME OOJTBHOTO C EPECMOTPOM OMO-
MTATOB ISl UCKJIIOYEHUS CUCTEMHOTO BapuaHTa ructruoumrosa. [1po-
BelleHa TTO3UTPOHHO-3MUccuoHHast Tomorpadust (ITDT) mst uckio-
YEHMS TeHEepaTu30BaHHOIO TMCTUOLIMTO3a. 3aKJIOUYEeHUE: TaHHBIX O
HaJIMYUU arpeccuBHoOro JuMdonponndepatuBHOro 3adojieBaHus, a
TakXe IPyroro HEOIUIACTUYECKOTO Mpolecca He nojydeHo. [IceBno-
TYMOp IJIa3HULI, TeHEepaIu30BaHHbI (GUOPO3 MeaMacTUHAIbHBIN,
BHYTPUOPIOIIHOM, BHYTPUTA30BbIN 1 3a0PIOIIMHON KJIETYaATKU C MU-
HUMAaJTbHBIM BOCTIATUTEIbHBIM KOMITOHEHTOM. MI3MEeHEeHUSsI 110 TUITY
«BOJIOCATOM TIOYKU» M «OOJIMIIOBAHHOW aopThl». BHyTpuOpronrHas
nuMdboaneHonaTs, BEpOsITHEE BCEr0, peaKTUBHOIO reHesa. JBycro-
POHHUI MTHEBMOGMUOPO3, 3acTOiHbIe(?) U3MEHEHUS B 0a3albHBIX OT-
nenax jJerkux. JABycropoHHuit runponedpos. I'enatomeranus. ['ene-
payiM30BaHHAs MEJIKOSTUEUCTas MepecTpoiika KocTeil ckeera (ocTteo-
nopo3?). HakomieHue npenapara B CKejleTe, BEPOSTHEE BCEro, 3a
CYEeT pa3apaxeHusI KOCTHOTO Mo3ra (cM. puc. 4 Ha 1B. BKieiike). [1pu
KT HIXKHMX KOHEYHOCTEH 1 KOCTei Yeperia BhISIBJIEHB MHOXECTBEH -
HbIE OCTEOCKJIEPOTUYECKME M3MEHEHUS B IMUCTAJIbHBIX OTAENIaxX Oe-
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AngppepeHumansHas amarHoctmka b4 u 1gG4-C3

Puc. 3. AByctopoHHuii 3k30¢pTarbm. B peTpobyAbGapHOii
KAeTYaTKe OpPOUT MArKOTKaHble 0Opa30BaHMsSl C HEPOBHbLIMU
KOHTYPamM NOAHOCTbIO BbIMOAHSIIOINE MOAOCTH FAQ3HULL

JIPEHHBIX 1 0OJIbILEOEPLIOBBIX KOCTE! (PUC. 5) U MJIOCKUX KOCTSIX ye-
pena (puc. 6). CunHTUrpadust KOCTeii: BbISIBIEHBI MHOXECTBEHHbIE
CKJIEPOTUYECKHE MEePECTPOIKM KOCTHOrO Mo3ra. CUMMeTpUYHast na-
TOJIOTMUYECKOe HM30bITOYHOE HaKoIUIeHUe paauodapmiperapara
(P®DIT) B KOCTSIX IMLIEBOTO CKeJieTa, anudu3sax, Metabu3ax U METaau-
aduzax TpyObuaThiXx KocTeil HamboJiee BbIpaK€HHOE B OElPeHHBIX,
00J1b1LIEOEPLIOBBIX U KOCTSIX CTOM. [1OBbIILIEHHOE HAKOIUIEHHUE B Yya-
LIEYHO-JIOXaHOYHOM cucTeMe MnpaBoit mouyku. OaHohOTOHHAS IMUC-
cuonHasi KT/KT yepena v KOJ€HHBIX CyCTaBOB: O4aru rnarojiornye-
CKOTo U30bITOUHOro HakormaeHus: POTT coOTBETCTBYIOT CKIIEPOTHYE-
CKOIi MepecTpoiike KOCTHOro Mmo3sra. IlepecMOTp TMCTOJIOTMYECKUX
npenaparoB ¢ UTXU: cpenn nosinMopdHO-KIETOYHOTO MH(MUIbTpa-
Ta OOJIbLIOE KOJMYECTBO TMCTUOLMTOB, MEHUCTBIX KJIETOK, CKOIUIe-
HHUsl TUTa3Matuyeckux kiaetok. ['meruonumter CD68*, S100-, IgG4+,
eMHUYHBIE TUIa3MaTuyeckue KieTku. CyocTpaT nmopaxeHus: MOXeT
MPUHAUIEXaTb TMCTUOLIMTO3Y, YUYUTBIBAsl JIOKAIM3ALMIO CJIECAyeT
npenrnosiaratb bOY (cm. puc. 7 Ha uB. BKJeiike). MeTo10M NoJiuMe-
pa3Hoii LEMHON peakliuy B pealbHOM BPEMEHM C aHAJTU30M KPUBbBIX
miaBieHus (Rotor Gene 6000) BBIMOJHEHO MOJIEKYISIPHOE UCCIEI0-
BaHue 6uonTatoB. B 599—601-M konoHax 15-ro sx30Ha reHa BRAF
MyTalus He oOHapyxeHa. Ha puc. 8 npencrasieHa yacrora noBTopsi-
IOLIMXCSl KIIMHUKO-PAJMOJIOTMUYECKUX Haxol1oK y 6oabHbIX BOY, co-
IJIaCHO JaHHBIM JIUTEPATyphl U B HAaLLEM ciiydae 3a0oseBaHust. Takum
00pa3oM, 60JILHOMY TMarHOCTUPOBAH IeHePaIM30BaHHbII TMCTUOLIM -
T03: BOY ¢ KOHCTUTYLMOHAILHBIMUY HapyleHUsIMU (JIMXOpajKa, ra-
TOJIOTMYECKAsl yTOMJISIEMOCTb, CHUXKEHUE MacChl Tella), MopakeHUueM
KOXH U 00JIaCTH TJ1a3HMUIL (KCaHTeI1a3Mbl BeK, 9K30(hTaJIbM, MICEBIOTY-
MOp IJIa3HMLL, JaKPUOAIEHUT), KOCTel (OCTeOCKIepOTHYECKUE Mopa-
JKEHMSI OeIpeHHbIX, MaJI0OEPIIOBbIX U TJIOCKUX KOCTEl yeperna), Mmo-
paxxeHue CepieYHO-COCYAMCTON CUCTEMBbl (BBIOTHON MEpUKapAUT,
MOPaXEHUe TPYIHOI U OPIOLIHON AOPTHI MO TUIY «OOJIMLIOBAHHOM
a0pThI»), PETPONEPUTOHEAbHBIX MPOSIBIeHUI (ruapoHedpos, mnue-
JI09KTa3Msl 3a cyeT MHOUIbTPALIMM OKOJIOMOYEUHON TKAHU MO TUITY
«BOJIOCATOM MOYKM») ¢ OTpuLiaTeIbHOI MyTatreit BRAFV600E.

Oo6cyxaeHune

HecMmotpst Ha nosiBieHue B nocyieaHee AecsTUIeTHE padoT, Mo-
CBSILIEHHBIX JETAJbHBIM OMMCAHUSIM KIMHUYECKUX, PEHTIEHOPAIO-
JIOTUYECKUX, JJabopaTOpHbIX U3MeHeHult ripu BOY [5, 32] u pasnuy-
HbIX nposiieHuit npu 1gG4-C3 [30, 33—37], B nuddepeHunanbHoi
NIMAarHOCTUKE ITUX 3a00JIeBaHUI COXPAHSIIOTCS TPYAHOCTU. OHU CBSI-
3aHbI C YpE3BbIYAHBIM PA3HOOOPA3MEM KIMHUYECKUX MPOSIBJICHUI 1
JIOKAJIM3alMii OpraHHbIX TOpPaXeHUi, Hecrneun(pUuIHOCTbIO COBpE-
MEHHBIX PEHTT€HOPAAUOJIOTMYECKUX U JJAOOPATOPHBIX UCCIIEA0BAHU I
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Puc. 5. MHOXeCTBEHHble OCTEOCKAEPOTMYECKME ouaru B
OeApeHHbIX (a) M GoAbEeGepLOBbIX (0) KOCTSIX.

[6, 17, 32—38], HEOOXOMMMOCTHIO MCITOIb30BAHUST MHBA3UBHBIX BME-
LIATEIbCTB [Tl MOJYYeHUsI aleKBaTHOTO OUOICHITHOTO Marepuasa
(Tpu MopakeHUM 3a0PIOIIMHHOTO MTPOCTPAHCTBA, OPTAHOB CPENOCTe-
HUSsI, TeNaTOOMIMAPHOTO TPaKTa U T.J1.), 3aBUCUMOCTHU BBIPaXXEHHOCTH
TUCTOJIOTUYECKUX M3MEHEHUI OT JIOKAIU3aluu GUOTICHiA, pa3MepoB
o0pasiia TKaHU U BbIpaXeHHOCTU GuOpo3HbIX 3MeHeHui [39]. Oba
3a00JieBaHMs yalle Ae0TUPYIOT B Bo3pacte oT 40 no 80 et ¢ Mmenua-
HOIM Bo3pacTta 55 JieT mpM mocTtaHoBKe nuarHo3a bOY m MeaumaHoit
Bospacta 57 net nipu IgG4-CC3, ¢ npeBaIupoBaHueM 3a00IeBaHUS Y
JIMI] MYKCKOTO ToJ1a B cooTHoteHuu 3,5:1 [20, 32], 3a ucKIroueHUEeM
1gG4-C3 nopaxarllmx CIOHHBIE U CIe3HbIE XKeJe3bl, Koraa 3adoie-
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B.M. BacuabeB 1 coaBr.

Puc. 6. OcTeockaepoTHYECKME OYaru B MAOCKUX KOCTSIX Ye-
pena.

BaHue NeOTHpyeT B Bodpacte ot 13 1o 77 net (Mmenuana 42,4 rona) B
PaBHBIX MPOMOPLIMSX Y JIMIL MY>KCKOTO U XeHcKoro noJja [19, 34, 35] ¢
OMNMUCaHWEeM CydyaeB pa3BuUTHs mopaxeHuil 1gG4 miasHul y nereit
mianie 5 et [40, 41]. BOY, nebotupyioiiee ¢ mopaxxeHust KocTeii, u

I1gG4-C3 c mopaxkeHus CIIOHHBIX XeJie3 U 00J1aCT TJIa3HULL TUarHo-
CTUPYIOTCSI paHbllle, TaK KakK pa3paboTaHHbIe MAJIOWHBA3UBHBIC XM-
PYprUdecKue BMEIIATeIbCTBA TMO3BOJSIOT TOJYYUTh TOCTATOTHOE
KOJIMYECTBO MaTepuaia Uit MOPhOIOTUUECKOTO MTOATBEPKICHUST Xa-
pakTepa 3a00JIeBaHUST ¥ UCKITIOUEHUST CXOMHBIX 3a00JIeBaHMIA, TTOpa-
Karomux 3Th obact [6, 20, 35, 40—41]. AuddepeHTMambHbIN Trua-
THO3 MOXHO ITPOBECTH TOJBKO HA OCHOBAHUY BCECTOPOHHETO KITMHU-
KO-JIabopaToOpHOTO OO0CIEeNOBaHUSI C 0O0S3aTeIbHBIM THUCTOJIOTHYE-
CKUM ¥ UMMYHOTMCTOJIOTMYECKUM WCCICIOBAHUEM, BBITIOTHEHHBIM
ONBITHBIM MOpdoTorom. B Hatiem citydae 3a6osieBaHue 1e0I0TUPOBA-
JIO ¢ KOHCTUTYLMOHATBHBIX HAPYIICHUI W PEHTTEHOPAIMOIOTHYIC-
CKUX TIPU3HAKOB UIMOTIATUIECKOTO PETPOIIEPUTOHEATBHOTO (HhUOpPO-
3a. OTCYyTCTBHE TMCTOIOTUIECKOW BepU(MUKAIIUY IMATHO3a PUBEIIO K
nnutenbHoi Tepanuu ['KC u nanpHeliemMy nporpeccupoBaHUIO 3a-
0oJIeBaHMsI C pa3BUTHEM TICEBIOTYMOpA TIa3HUIl. B cBsi3u ¢ HemocTa-
TouHocThio Tepanuu ['KC, koropsie addextuBubl npu IgG4-CC3
[34, 35], 1 ¢ LETbI0 TUCTOJIOTMYECKON Bepr(MUKALIUU TUarHO3a BbI-
MOJTHEHA JIAMapOCKOIUs € MOCIeyonieit MophoIoruyeckon u uM-
MYHOTHMCTOXMMHUYECKOI OlleHKOU Guornrtara. [TepBoHavyanibHast O~
0o4Hasi TpaKTOBKa MOPGhOJIOTUUECKUX W3MEHEHU IMOoOyInia Wc-
MOJIb30BaTh B Tepaluy 3a00JIeBaHWsSI MOHOKJIOHATbHBIC aHTUTENA B
KOMOMHALMU C SHIOKCAHOM KaK HauboJiee 3(HEeKTUBHON B IeUeHU U
MceBaOTyMOpa Ia3Hull, cesizaHHoro ¢ 1gG4 [29—31]. HecmoTtps Ha
TTOJIOKUTETTbHOE BIUSTHUAE TePANi Ha KOHCTUTYIIMOHAbHBIE TTPOSIB-
JIEHUS 3a00JIeBaHUS M PETPOINEPUTOHEATbHBIN (rUOpPO3, mporpeccu-
pPOBaHME TICEBIOTYMOpPA TIIA3HUI] M HAIMIKME KCAaHTEIa3M BeK SIBIJIOCH
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AngppepeHunansHas amarHoctmka b4 u 1gG4-C3

CTUMYJIOM JUISI TOTIOJIHUTEIBHOTO 00CIeN0BaHUsI OOJIBHOTO C LIEJIbIO
HMCKJTIOYEHUS TeHEPATM30BaHHOTO TUCTUOLMTO3a. OCTEOCKIepOTHYEe-
CKUe TIopakeHUsT KocTeil umetorest ipakTidecku y 100% GobHBIX ¢
b3Y, onHako, KaK U B HamieM ciydae, y 50% GOJIbHBIX OHU MTPOTEeKa-
10T 63 KJIMHUYECKUX MposiBlieHMit [6]. OOHapyXeHue TIpu TpoBee-
Huu [19T, KT HUXKHUX KOHEUHOCTE ¥ CLIMHTUTpadun KOCTeil ocTe-
OCKJIEPOTUYECKUX M3MEHEHU, XapaKTepHbIX IS TMCTUOLUTO30B,
TIO3BOJIMJIO TIPEATIONOXUTh Hajmuure B HameM ciaydae BOY. Tlepe-
cMotp rnpenapatoB ¢ UTXU 1 BbITTOJIHEHHBIE MOJIEKYJISIDHBIE UCCTIe-
NIOBaHUS TIO3BOJIMJIM AMArHOCTUPOBATh 3a00JI€BaHUE C OTpULATE/b-
Hoit mytauueit BRAFV600E. Ciieayer oTMETUTh, YTO, HECMOTPS Ha
Pa3BUTHE HOBBIX COBPEMEHHBIX YJIBTPA3BYKOBBIX, PEHTIEHOPAINOJI0-
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