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KNWUHUYECKUWN CNYYAN IGG4-CBA3AHHOIO 3ABOJIEBAHUA WWNTOBUAHON
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HaunoHanbHbIN MeANLMHCKUI NCCIie[oBaTeNIbCKUI LeHTP SHAOKPUHoNorum, Mocksa, Poccua

IgG4-cBA3aHHOe 3aboneBaHre — 3TO pefikasa XpOoHMYeCKas NaTonorna, NpoasnaLWwanca TMMbonnasmMoLuTapHon MHGUNb-
Tpauuen OfHOro MM HeCKOJNIbKNX OpraHoB, popmrpoBaHreM mMyaponofobHoro ¢prubpo3a, oTeKoM TKaHel U MOBbILEHN-
em IgG4 B KpoBu. [laHHOe 3aboneBaHue 6blN0 BblAENEHO B CAMOCTOATENbHYIO HO30M0MMYEeCKY0 eanHuLy Tonbko B 2001 T.
3aboneBaemocTb cocTaBnsieT MeHee 1 Ha 100 000 yenosek B rog. Mpu IlgG4-cBA3aHHOM 3a60MeBaHUN MOXKET NOpPaKaTbCA
npakTnyeckn nobon opraH. CBaAsb Tupeomanta Pugensa c IgG4-ceAasaHHbIMK 3aboneBaHUAMN Obina yctaHoBeHa B 2010 T.
TupeonauTt Pugens ABnAeTca KpaiHe peaKum BocnanutesibHbIM 3a60sieBaHNEM LUTOBUAHON enesbl, 0COBEeHHO Y AeTel.
[narHocTnKa OCNOXHAETCA HETUMUYHbIM TeYEHMEM U OTCYTCTBMEM XapaKTepHbIX CUMMTOMOB. B mupe onncaHo meHee
300 KNMHMYeCKNX cnyyaes 3aboneBaHnA, U3 HUX BCero fiBa y AeTel. B cTaTbe NpeacTaBneH KNMHUYECKUIA CllyYai TMpeonan-
Ta Pupensa y 6-netHero manbuuka.

KJTIOYEBbIE CJIOBA: mupeoudum Pudens y pebeHka; IgG4-cea3aHHoe 3ab6onegaHue; WumosuoHas xesesd.

THE CLINICAL CASE OF IGG4-RELATED THYROID DISEASE IN A 6-YEAR-OLD CHILD
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IgG4-related disease is a rare chronic pathology manifested by lymphoplasmacytic infiltration of one or more organs, the for-
mation of storiform fibrosis, tissue edema, and an increase of IgG4 in the blood. This disease was singled out as an independ-
ent nosological unit only in 2001. The incidence is less than 1 in 100,000 people per year. Almost any organ can be affected
in lgG4-related disease. The association of Riedel’s thyroiditis with IgG4 was established in 2010.

Riedel’s thyroiditis is an extremely rare inflammatory disease of the thyroid gland, which diagnosis is complicated by
an atypical course and the absence of characteristic symptoms. Less than 300 clinical cases of the disease have been
described in the world, only two from them were in children. This article presents a clinical case of a 6-year-old boy with

Riedel’s thyroiditis.

KEYWORDS: riedel’s thyroiditis in a child; IgG4-related disease; thyroid gland.

AKTYAJIbHOCTb

Tupeongut Pugena (TP) — 3To peakoe BocnanutenbHoe
3aboneBaHue WUToBUAHOM Xenesbl (LK), npoasnsioweecs
ee MocTeneHHbIM yBeIMYEHVEM 1 3aMeLLeHeM COoefVHN-
TeJIbHOW TKaHbIO, YTO CONPOBOXKAAETCA KOMMpeccren 6nm3-
nexatymx opraHos [1].

Bnepsble TP onucaH bepHxapgom Pugenem B 1896 . [2].
TP nposBnaeTca nporpeccupyolm ¢rbpo3om, YTo npu-
BOAUT K pa3pylueHntio GONINKYNAPHbIX KNETOK U MOJIHO-
My 3aMeLLeHNI0 TKaHW LWNTOBUAHOW Xenesbl, Bbi3biBas ee
ynnoTtHeHne. CoeAnHUTENbHAA TKaHb MOXKET pacnpocTpa-
HATbCA 3a Npegenbl Kancynbl WM, npopacTaa B okpyxato-
Wme CTPYKTYpbl, B TOM YMCie COCyabl, MapawmnToBugHble
Kenesbl, Tpaxel, nuuweBod. KnuHnueckn ans 3abonesa-
HUA XapaKTepHbl: 60NeBOM CUHAPOM, KKaMEeHUCTas» MoT-
HOCTb KeJfliesbl, oAbllKa, Ancharns, oxXpuniocTb ronoca,
rmnoTnpeos, runonapatnpeos [3]. OgHako Ha pPaHHUX
CTaguax 3abofieBaHUA KIMHUYECKUE MPOABAEHWA MOTYT
oTcyTcTBOBaTth [1, 3].
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Stnonorus TP [O KOHLUAa He fACHa, HO npeobnagaHuve
IgG4-NO3MTMBHbBIX NNasMaTMYECKUX KIETOK B FMCTOnornye-
ckux obpasuax LWLX npu TP no3sonuno BKAOUUTL AaHHOe
3aboneBaHue B cTPYKTYpY lgG4-cBA3aHHbIX 3ab6oneBaHui [4].

IgG4-cBA3aHHOe 3aboneBaHve ObINO BNepBble ONMCaHO
B8 2001 r. y 20 naumMeHTOB CO CKepOo3npYyoLWUM NaHKpeaTu-
TOM, y KOTOPbIX HabnoAanca noBbiWeHHbIA ypoBeHb 1gG4
B CbIBOPOTKe KpoBu [5]. Bnocneactsum pag 3abonesaHui,
MMeILNX CXOfHble KANHUYecKue 1 nabopaTopHble 0cCo-
6eHHOCTN, BKoYada 6one3Hb MurKynuya, ayTOMMMYHHBbIN
NaHKpeaTuT, XONeLNCTUT, CKNePO3NPYIOLWMIA XONAHTWUT, M1-
nodusunT, Tupeonant Pugensa, onyxonb KioTTHepa, nHTep-
CTUUMANbBHBIA MHEBMOHWT, MHTEPCTUUMANbHBIN HedpuT,
peTponepuToHeanbHbili $GMOPO3 M aopTuT, 6bUIM 0ObBE-
LVIHEHbl B ofiHO noHATue — «lgG4-cBA3aHHble 3abonesa-
HuaA» [6-10].

Brnepsble Tpeongmt Pugens 6bi1 oTHeceH K IgG4-ces-
3aHHbIM 3aboneBaHnam Dahlgren M. n coast. B 2010 r., Kor-
Ja y 3 naumeHToB B noc/jieonepalOHHOM mMaTepuasne wu-
TOBUAHON »ene3bl C MOMOLbI0O UMMYHOTMMCTOXUMUYECKOro
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nccnepoBaHus 6o o6HapyxeHbl [gG4-no3uTMBHbIE Mas-
MaTuyeckue Knetku [7].

B oTeuecTBeHHOW nuTepaType nepsas ny6nukauus, no-
cBAileHHas nevyeHuto 1gG4-cBA3aHHbIX 3aboneBaHui, Aa-
TposaHa 2016 r. u npuHagnexut Cokony E.B. n coasr. [11].
B 2017 r. lOkunHa M.IO. 1 coaBT. onybnmKoBanu nuTepaTypHbIi
0630p, MOCBALUEHHbI ayTOUMMYHHOW 3HAOKPWHHOW MaTo-
noruu, ceazaHHon ¢ IgG4, a NMeHHO 3aboneBaHUsAM ruvMno-
¢bu3a, NogKenyaoUYHON Xenesbl Y LWMTOBUAHOW Xxene3sbl [12].
B 2020 r. Pymanuesbim 1.0. 1 coaBT. ony6nmKoBaH nutepaTyp-
HbI 0630p, BKIIOUMBLUNIA B ce6A BOMPOCHI 3TUONIOMMK, Knac-
cudurikauuy, VMMYHOMATOreHe3a, KIMHUYECKOW KapTUWHBbI,
OMarHoCTrKmM 1 neveHus IgG4-ceazaHHbIX 3aboneaHuii [13].

IgG4-cBA3aHHOe 3ab01eBaHMeE MOXKET MOPaXKaTb NPaKTy-
yecky nobOoN opraH, NO3TOMY CMMIMTOMbI 3aBUCAT OT 06”a-
CTV MOPAXeHUs, a TAKECTb 3a00NEBAHNA MOXET BapbUpPO-
BaTb. Y 60-90% nauveHTOB HabnogaeTca nopaxeHne AByX
n 6onee opraHoB [14]. 3aboneBaHne MOXeT MaHUbeCTUPO-
BaTb OAHOBPEMEHHO B HECKOJIbKMX OpraHax Uan nocTeneH-
HO, BOBJIEKAsi OOVH OpraH 3a Apyrvm, 4to TpebyeT TiaTenb-
Horo HabnoaeHna 3a naumeHtTom [13].

Y peten npeumyLleCTBEHHO MOpaaeTcA OAWH OpraH,
yalle ApyrmMx BCTpedaeTca opbutonaTua, pexe 3abonesa-
Hue ABnAeTCA cMcTemMHbiM. OnmMcaHbl Ciyyan ayTOMMMYH-
HOro naHKkpeatuta 1 Tuna, cuanoageHuTa, 3aboneBaHus
nerkux, numdageHonaTny, CKIepo3npPYOLWEro XoNaHrm1Ta,
TupeonguTa Pugens, gakpnoageHuta, Me3eHTepuTa, rmnep-
Tpoduueckoro naxmMmeHnHruTa [15].

MNpenmyuiecTBeHHO KNUHUYecKune nposBfeHns
IgG4-cBsA3aHHOro 3a60NeBaHNA HOCAT NOJOCTPbIN XapaKTep
n3-3a NPOrpeccrpymroLlero yBenmyeHns opraHoB, U B page
CrlyyaeB 3ab0oneBaHVe BbISIBNAETCA C/TyYaiiHO BO BPEMSA AU-
arHocTnyeckux nccneposaHui. B 40% cnyyaeB y naumeHToB
¢ lgG4-cBA3aHHbIM 3aboneBaHNEM MMEETCA OTATOLEHHbIN
anneprofiornyeckuin aHamHes (bpoHxmarnbHas acTMa, an-
Nepruyecknin puHUT, atTonnyecknin gepmatu) [13, 14].

MatoreHe3 1IgG4-cBs3aHHbIX 3aboneBaHWil O KOHUA
He u3BecTeH, crneuuduryeckre ayToaHTUTENAa HE BbIsIBIIEHDI.
K HacToAlemMy MOMEHTY C YBEPEHHOCTbIO MOXHO YTBep-
x[paTb, uto IlgG4 B natoreHese lgG4-cBA3aHHOro 3aboneBaHuA
He ABNAETCA «LEHTPaIbHbIM UFPOKOM» U Cam Mo cebe He yya-
CTBYET B TKaHeBOM BocnaneHnn. OpgHako IgG4 moxeT akTu-
BMPOBaTb LIMTOTOKCUYecKue T-numdouuTsl, KoTopble npega-
CTaBAAIOT OCHOBY TKAHEBOIO BOCMANUTENIbHOIO MHOUbTPaTa
npw lgG4-cBsizaHHOM 3aboneaHun. B a3y BocnaneHus npo-
WCXOAUT KJIOHaNbHasA 3KCMaHCKA NaToreHHbIX B-kneTok u un-
TOTOKCMYECKNX T-KNEeTOK, KOTOpble HaKanamBalTCA B TKaHAX
N CeKpeTupyoT npodprbpoTrUeCcKe MONEKYbI (LUTOKUHBI,
XEMOKVHbI), OfHOBPEMEHHO MpPUBREKasa Apyrue Knetku (Mo-
HOLTbI, MMOPMOPOBNACTDI, AEHAPUTHBIE KNETKU, Makpoda-
1) B oyar BOCMasieHns 1 cnocobcTeytoT pa3suTuto ¢prbposa.
B panbHerwem numooLmTapHble NHOUABTPATLI 3aMEeLLATCA
COeAUHNTENbHON TKaHbIO, YTO B KOHEYHOM UTOre NPUBOAUT
K HapyLeHmio GyHKLMM NopaXeHHOoro opraHa [16, 17].

B 2011 . rpynna ANOHCKMX NCCNiefoBaTeNeil U3 pasHbix 06-
nacTe meauumHbl Bo rmaee ¢ Umehara npepnoxuna Kpure-
pun grarHoctrkn lgG4-ceasaHHbIX 3abonesanHunii [18]. MNMocne
3TOro B MUpe Obifo 3aperncTpripoBaHO MHOXKECTBO CIlyYaeB
IgG4-cBA3aHHbIX 3aboneBaHUiA, AMarHOCTVPOBAHHBIX MO AaH-
HbIM KpuTepuam. BmecTe € Tem B KNMHNYECKON NPaKTVKe BO3-
HUK pag TPyLHOCTeW, BKioYas nposefeHne bruoncum opra-
HOB 1 OLIEHKY YPOBHsA CbiBOpoTOYHOro IgG4 [18].
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Yepes 9 net, B 2020 r., yuMTbIBAaA MHOFONIETHUN KIINHU-
yeckuii onblT, Umehara u coaBT. npeanoXxmnm o6HOBMEHHbIE
KpUTEPUN KOMMIEKCHOW ANArHOCTUKK [19].

Kputepuun gmnarHoctnkn |gG4-cBsizaHHbIX 3aboneBaHUi
genAatca Ha 3 rpynnbl [19].

1. KnuHuueckue unu paouosiozuyeckue Kpumepuu: Hanmume
y3510BOro 06pa3oBaHusa, AnddYy3HOro uaM JIoKanbHO-
ro oTeka B MOPa)KEHHOM OPraHe; XapakTepHO Hanuune
«MJTIOC»-TKAHW.

2. Ceponozuveckue kpumepuu: ypoBeHb |gG4 B CbIBOPOT-
Ke KpoBu Bbie 135mr/gn (pedepeHcHoe 3HaueHue
10-135 mr/pn).

3. Tucmonoeuyeckue Kpumepuu: NONOXUTENbHbIA pe3yrib-
TaT MO ABYM U3 TPeX FMCTONOIMYEeCKMX KpuUTepreB —
1) numdonnasmounTapHbii UHGUNBTPAT C GrUbpo3oMm;
2) cooTHoweHne 1gG4-No3nTMBHDBIX Ma3MaTMyYeCcKmx
KneTok K |gG-nmo3nTMBHBLIM MNNasMaTUYeCcKum KneTkam
6onee 40% un konuuyectBo |gG4-NO3UTUBHBIX MiasmaTu-
Yyeckux KnieTok 6osnee 10 B nose 3peHus; 3) Myaponogob-
HbI GrOPO3 uUnu obnuTepupyowmn Gbnedut.

Mpwn Hannumn BCex Tpex Kputepmnes gnarHos «gG4-cea-
3aHHoe 3aboneBaHVe» COMHEHWU He Bbi3blBaeT, NMpu Mo-
NoXuTenbHbIX 1 M 3 KpUTEPUAX AMArHO3 BEPOATEH, NMpu
NONOXNTENbHbIX 1 1 2 KpUTEPUAX — AMArHO3 BO3MOMKEH.
Y maumMeHTOB C BEPOATHbIM WU BO3MOXXHbIM AMArHO30M
U Hannunem opraHocrneunduyecknx CMMNTOMOB 3abone-
BaHMA AmarHo3 «lgG4-ceaszaHHoe 3aboneBaHMe» CUMTaeTCA
yCTaHOB/EeHHbIM [19].

MoBblweHHbIN ypoBeHb IgG4 B CbiIBOPOTKE KPOBM Bbille
HOPMAaTUBHbIX 3HAaYeHU Habnogaetcs y 70-80% naum-
eHToB. O HaKO AaHHbIV KpuTepuid HecneyrdunyeH: NoBbl-
WeHHbIN ypoBeHb IgG4 moxxeT HabnogaTbca y 5% nogen
6e3 1gG4-cBa3aHHoro 3aboneBaHna, a Takxe y 10% na-
LMEHTOB CO 3/10KaYeCTBEHHbIMU HOBOObOPa30BaHMAMU
nofXenygouyHow xenesbl, NHPEKUNOHHBIMU U BOCMANM-
TenbHbIMU 3aboneBaHusMK. BoBneuyeHue HeCKONbKMX
OpraHoB CBsi3aHO ¢ 6onee BbICOKOW KOHUeHTpauuen IgG4
B KpoBu. HopmanbHble ypoBHU IgG4 He nckntoyaT Hanu-
yne lgG4-cazaHHoro 3a6onesBaHua. lNpu IlgG4-cBA3aHHOM
3aboneBaHny TUTPbI CbIBOPOTOUYHbIX ANA (aHTUsAZEPHbIX
aHTUTEN) nonoXxutenbHbl B 50% cnyyaes, M NOBbIWEH-
HbI peBMaTonAHbIN dakTop BbiaBnAeTcsa y 20% naumeH-
ToB [14].

KINNHUYECKUIA CNYYAN

Manbunk 6 net Bnepsble noctynun B MHL PO OBy
«HMWL, sHpgoKpuHonornm» B ceHTAbpe 2022 T. € »kanobamm
Ha y3/10Boe 06pa3oBaHue B WTOBUAHON xene3e (LX), Bbi-
ABJIEHHOE CJlyYaliHO Npu 06CNefoBaHMM MO NOBOAY peLu-
aviBupytowen aHruHbl. Mo gaHHbIM Y3-uccnepgoBaHua LK,
NPOBEeAEHHOM MO MECTY XUTeNIbCTBA, B BEPXHEN MOJIOBUHE
NeBOW [0NN BbIABIIEHO OOpa3oBaHUE C MMMO3XOreHHbIMY
BK/TIOYEHUSAMU 1 MUKPOKASbLIMHATaMMU.

Mpy noctynneHun y nauueHTa He O6bINO Kanob
Ha 6onb B 06nacTu Wew, NanbAaTOpPHO y3/10Boe obpa3oBa-
HMe He onpenenanoch.

Mo gaHHbIM Y3-uccnepgoBaHusa LXK, B BepxHel TpeTu ne-
BOW [ONU BM3Yyanu3npoBasiocb 0Opa3oBaHMe pa3mepamu
1,6x1,0x0,9 CM C HeYETKMMIN KOHTYpamMu, CMeLLaHHOWN CTPYK-
TYpbl, MPENMYLLECTBEHHO MOHMXEHHOWN 3XOT€HHOCTN C yMe-
PEHHBIM KPOBOTOKOM MO nepudepun 1 runepaxXoreHHbiMu

Problems of Endocrinology. 2024;70(2):94-102



96 | Mpobnembl sHROKPUHONOMMK / Problems of Endocrinology

J.5¢m

KNUHUYECKIMI CNYYAW

13/09/2022 102736

¥ Fo1200

PucyHoK 1. Y3en B neBoii gone WUToBrAHOM Xenesbl (06BeAeH) C rinepaxoreHHbIMK BKloueHuamy ot 0,1 4o 0,5 cM (yKasaHbl CTpesikamum).

BKJIloueHuamun ot 0,1 go 0,5 cm, EU-TIRADS 5 (puc. 1), o6bem
LK coctaBnan 3,4 cm. Mo xofy COCYAUCTBIX MYYKOB Onpe-
Oensancb MHOXECTBEHHble nUMdaTNYecKue y3nbl guame-
Tpom Ao 0,6 cmM 6€3 BUANMBIX U3MEHEHUIA.

B ropmoHanbHoM npodune otmeyancs sytupeos: TTT —
2,37 mME/n (0,64-5,76), c8BT4 — 14,73 nmonb/n (11,2-18,6),
¢T3 — 5,6 nmonb/n (2,5-9,2). YpoBeHb KanbLUUTOHMHA —
3,29 nr/mn (0-11,6), Tutp AT TNO — 0,33 ME/mn (0-5,6).
B obwem aHanuse KpoBK OTCYTCTBOBANU MPU3HAKM BOC-
naneHuns: nenkountol — 7,14x10° kn/n (5-12x10°), CO> —
10 mm/vac (2-15).

Mo paHHbIM TOHKOWIONIbHONM acNypPaLUoHHON Broncumn
y351a, o6Hapy»keHO 60JblIOe KOIMYECTBO MMFAHTCKMX MHO-
rosifiepHbIX KNETOK U YKPYMHEHHbIX KNEeTOK GoNnnKynapHo-

ro anuntenna LIJ,I/ITOBI/I,IJ,HOI?I Keniesbl C NpuU3HakamMn atunuu,
C HamiactoBaHMAMU AQep, nexawmx npenmylecteBeHHO
Pa3p0O3HEHHO, YTO CBMAETEeNbCTBOBAJIO O d)OﬂJ'IVIKyﬂﬂpHOM
06pa3OBaHI/II/I, noao3puTeNIbHOM B OTHOLWIEHUN 3J10Kaue-
cTBeHHoro (Bethesda-V).

YuntbiBas nony4vyeHHble pe3ynbraTbl mccnenosaHmﬂ,
ManbyuK Obis nepesefeH B Xmpyprmyeckoe otaeneHmne gna
nposegeHnA onepaTnBHOIO JieYeHUA.

Mpn wvHTpaonepaunoHHON peBusum nesad gona LK
6bina yBenn4yeHa, MNNOTHaA, XpﬂLLl,eBI/I,D,HOﬁ KOHCUCTEH-
uuu, 6enecosaToro UBeTa, byrpucTas, B ee coctaBe 6bi10
y350Boe ob6pasoBaHue 1,5 cm (puc. 2A), ¢ npopactaHnem
B OKpyXatowme npeTpaxeasnbHble MbllLbl N ropTaHb. W3-
MEHEHUS B NEBON pone 6bin PacueHeHbl Kak VHBA3VBHbIN

2,

PucyHok 2. A. Makponpenapart neBoi AONU WUTOBUAHOW xene3bl. CTpenkamu ykasaH oyar pubpo3HbIX M3MEHEHN.
B. Makponpenapat npaBoi 40NN WUTOBUAHOW Xene3bl. CTPYKTypa He n3MeHeHa.
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PucyHok 3. CxemaTnuyHoe n3obpaxeHve npopactaHna Gubpo3HON TKaHW B OKpY»KatoLLne CTPYKTYpbl LEen.

paK LWNTOBMAHOMN »enesbl C NpopacTaHNeM B OKpy»KatoLme
MArkne TKaHn wen. Onepaumna npoxoguna ¢ TEXHNYECKNMN
CNOXHOCTAMU BBUAY CpaLlieHuna neson gonu LXK c nnweso-
nom. Mpaeas gons LXK 6bi1a 3n1acTnyeckom KOHCUCTEHLUN,
obbluHoro uBeta (puc. 2b). MapatpaxeanbHble AMbOy3bl
LeHTpanbHOM 30HbI OblIN YBENMYeHbl, OBOUAHOW (pOpPMBI,
MAKPOCKOMNYECKN He M3MeHeHbl. BbinofHeHa Tnpeounaskx-
TOMUA C BOB/IEYEHHBIMI B MPOLIECC OKPYKAOLWMNMUN MATKM-
MM TKaHAMMN (puC. 3), ueHTpanbHasa NuMdaaeHIKTOMUA.

Mpu mopdonornyeckom unccnegoBaHUM B NEeBON
Jone WNTOBUAHOM Xene3bl faHHbIX 32 ONYyXONeBbIN POCT
He nonyyeHo, oGHapyKeH OOWMPHBIN yyacTok Gpubpo-
3a C HanMyMeMm rpaHysieMaTo3HOro BOCMaNeHusa C ru-
FAaHTCKMMU MHOTOAAEPHBbIMU KneTKamu, numoountamu
C NPUMecChblo HENTPOPUNOB, a TaKXKe INIEMEHTbI YYacTKa
NpOTOKa C WeNIeBUAHbIM MPOCBETOM, BbICTIAHHOTO MHO-
ropAgHbIM NUTENMEM CPean NenKouuTapHoro nHunb-
TpaTa (puc. 4).

PucyHok 4. MukpocKkonunyeckoe ncciefoBaHvie ornepalyioHHOro mMaTtepurana fIeBoil AONN WMTOBUMAHON Xenesbl: a — GnbposHas TKaHb; 6 — yuacTok
rpaHyneMaTo3HOro BOCNaneHus; B — He3apaLeHHbI LWTO-A3bIYHbIN MPOTOK; I — MHGUIBTPALMA MMraHTCKMM MHOTOSAEPHBIMY KNeTKamu, iuméoLntamm
C npumMecbto HelNTpoduoB. OKpacka reMaToKCUIIMHOM U 303MHOM X50.
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PrcyHOK 5. MUKpockonuueckoe nccnefoBaHne onepaLnMoHHOrO MaTepuana, NOPaXKeHHbI y4acToK CKeNeTHOM MbllLpbl: a — GpUOPO3Han TKaHb; 6 —
obnuTepmpytowmin pnedut. OKpacka reMaToKCUAMHOM 1 303uHOM X100.

®ubpo3Has TKaHb PacNpPOCTpaHAnach Ha npunexawue
CKefleTHble MbilwLbl (purc. 5).

MpaBaa gonAa WUTOBMAHON Xene3bl COCTOANA U3 Pa3HO-
KanunbepHbIx GONNMKYNOB, BbICTIAHHbIX 0ObIUHbIM GoNn-
KYNAPHbIM 3NUTENNEM.

B cBA3M c Hanmurem obLrpHoro ¢pubpo3sa c rpaHynema-
TO3HbIM BOCMaJsieHNneM Mo pesynbraTtam MocneonepalmoH-
HOro Mop$0oNIOrMYecKoro NcciiefoBaHNA TKaHW IEBOV [ONU
UM n oTcyTCTBMEM KNETOYHOW aTunun, AMAarHOCTUPOBaH-
HOW NPV TOHKOMWIOJIbHOW acnupaurMoHHOW 6uoncuu, 6bino
nNpoBeAeHO MMMYHOTMCTOXMMMYECKOe UCC/ieloBaHne C aH-
TMTeNnamm K Makpodaram (CD68), nnasmaTnyecknm KneTkam
(CD138), I9G, 1gGA4.

B o6nactn ¢pubpo3HO-BOCNANMTENBHBIX U3MEHEHWIA Te-
Bou gonu LXK 66110 obHapy»xeHO obunre nnasMaTnyeckux
knetok (CD138 no3untmeHbIX), akcnpeccupyowmx lgG4. OT-
Meyanocb npeobnapaHme |gG4-no3UTUBHBIX KNETOK B WH-
¢dunbTpate, cooTHoweHre |gG4-NO3UTUBHBIX MyiasmaTmye-
CKMX KNeToK K IgG-no3nTUBHbIM Nia3MaTUYECKUM KJIeTKam
6onee 50% (puc. 6).

B nocneonepauuoHHoM nepuofe y pebeHka 6bin uc-
cnefoBaH ypoBeHb IgG4 KpoBK, KOTOPbIN COCTaBmn 5 mMr/an
(10-135).

Taknm 06pa3om, Ha ocHOBaHUU ¢rOBPO3HO-BOCMANM-
TenbHbIX n3MeHeHun B LK ¢ pacnpocTtpaHeHvem Ha cke-
NeTHble MbIWUbI, Hanuuua obnutepupytowero ¢bnebuta,
a TakXe MUMMYHOTUCTOXMMMNYECKM MOATBEPXKAEHHOrO npe-
ob6nagaHna 1gG4-no3nTHBHBIX KNETOK B UHUIbTpaTe Obin
noctaeneH pAuarHo3 «lgG4-cesizaHHOe 3aboneBaHne —
Tnpeoungunt Pugensa».

B nocneonepaunoHHOM nepriofe, Ha BTOpble CYTKM, KOr-
fa pebeHOK Hayan caMoCTOATENIbHO eCTb, Obina obHapyxe-
Ha nepdopauna NULEBOAa, YTO NOTPEOOBANO HANOXKEHUSA
racTpoCTOMbl, KOTOpas Hbina yaaneHa Ha 11-e cyTKu.

B mocneonepaluoHHOM nepuofe pa3BuicA runonapa-
TUPEO3 M FMMOTMPEOD3, B CBA3M C YeM MauueHTy Obiia Ha-
3HauyeHa Tepanus NpenapaTamMmu KanbLus, akTBHOM GopMbl
BUTaMuHa D 1 3amecTuTeNbHan Tepanus NeBOTUPOKCMHOM
HaTpUs C MONIOXKNTENbHBIM 3 dEKTOM.

OBCYXAEHUE

MNpeacraBneHHbIN KNMHUYECKUI ClyYan ABNAETCA nep-
BbIM onurcaHnem TP y pebeHKa B 0TeueCTBEHHON nuTepaTtype.

lNepBoe onucaHne cepum KNnHMYecKux cnyyvaes TP
6bin0 npegcTasneHo Mitra M. Fatourechi n coast. 8 2010T.
B nepuog ¢ 1976 no 2008 rr. 21 naymeHT ¢ TP npoxogun
neyeHne B KNMHUKe Meino, n3 Hux — 17 xeHuwuH [20].
CpegHuii BO3pacT Ha MOMEHT NOCTAHOBKU AMarHo3a co-
cTaBun 42 ropa (grManasoH ot 23 go 65 net), CpefHnn CPoK
HabnoaeHna — 9,5 roga (meanaHa — 4,5 rona). [InarHos
6bin MocTaBfieH B cpefHem uepe3 10,2 mecaua nocne
noABAeHUA CUMNTOMOB M Yepe3 23,4 mecAua nocne no-
ABNEHUS BUAUMbIX MPU3HAKOB, BKOYasa 306. OCHOBHbI-
MU cuMnTOMamu 3aboneBaHua Obinu: ouwyuieHne 6onu
y 5 nauneHTOB, CUMNTOMbI ciaBneHus —y 5, aucdarna —
y 7, ofbllWKa N HapyLleHne NPoXoaANMOCTI AblXaTesbHbIX
nytem — y 9. Y 3 naymeHTOB OTMevanacb Anxopagka,
a y 6 — napanuy rosocoBbix CBA30K. Y 10 nauyneHToB,
NoO AaHHbIM BU3Yyanu3npylowmx MeTo4oB NCCNefoBaHunA,
Habnaanocb cykeHne Tpaxew. lNpu nepBoHaYanbHOM
ocMOTpe B KnvHKKe Meio y Bcex nauueHToB LK 6bina
nanbnaTopHO yBenn4yeHa, TBepAasa M CpalleHa C OKpy-
Kawwmmm TKaHaMu. Y 12 n3 15 yenoBek TUTp aHTUTEn
K TMO 6bin noBbiweH. ¥ 19 nauneHToB Ha MOMEHT obpa-
WeHWA ObINN M3BECTHbI YPOBHM FOPMOHOB LUTOBUAHOWN
Xenesbl: HA Y OJHOrO NnaumeHTa He Gbio TMNepTMpPeosa,
rmnotTupeos otMmeyancsa y 14 naumeHToB, 3yTpeo3 Obin
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PucyHoK 6. iMmyHOrncToxnummyeckoe nccnefoBaHmne onepaunmoHHoro matepuana ¢ aHtutenamm CD68, CD138, 1gG, IgG4, BbiaBneHa NO3NTUBHaA peakuma:
A — CD68 (makpodarn). YeenuueHune x50; b — CD138 (nna3matnyeckme Knetku). YsenuueHune x50; B — 1gG-no3uTtrBHbIE Nna3MaTUYeCcKne KNeTKU.
Ysenunuenue x50; I — IgG4-no3unTnBHbIE Nasmatnyeckne KneTku. Ysenunuexue x50.

y 5 yenosek. Bocemb nauneHToB nmenn skcTpatmpeomna-
Hble nokanu3saunmn IlgG4-cBAa3aHHbIX 3aboneBaHuin: y 4 na-
UMeHTOB 6bin GMOPO3MPYIOWNA MeJUACTUHNT; Yy 3 6bin
3abpowrHHbIN $GrMbpPo3; ¥y 1 naymeHTa 6GbIIO coyeTaHue
¢nbpo3a opbuThl, Pubpo3a NoAXKeNyaoOUHOW >Kenesbl
n ¢1bpo3a anuaypanbHOro NPOCTPaAHCTBa; ¥ 1 naumneHTa
UMEeNoCcb NOAKOXHoe GpubposHoe obpa3oBaHuMe B rpya-
HOW KneTke B 061acTU BEHTPOMEPUTOHEASIbHOTO LYHTA,
YyCTaHOBJIEHHOTrO No nosofy rugpouedanuu [20].

B camom 6onbuiom cuctematnyeckom o63ope A. Zala
n coasT. 2020 r. [21] npoaHanu3npoBaHo 212 KnMHUYe-
ckmx cnyyaeB TP 3a nepuog ¢ 1925 no 2019 rr. CpegHun
BO3pPACT MauUMEHTOB Ha MOMEHT MOCTAHOBKM [MArHO3a
cocTaBun 47 neT, cpean KoTopbix Npeobrnaganu XeHwm-
Hbl (81%). Hanbonee pacnpocTpaHeHHbIMU 3THUYECKUMU
rpynnamu 6binm eBponeoungbl (56%) v aznatol (33%). aH-
Hble 0 ¢yHKumm LXK 6binn n3BecTHbl y 150 naymeHTOB:
y 46% oTmeyasnca runoTmpeos, sytnpeos 6oin y 44%, ru-
nepTnpeos 6bin BbiABNIeH B 7% ciiyyaeB, CyOKNMHUYECKNIA
rMnoTnpeos 6uin y 2%, CyOKNNMHNYECKMIA TMnepTnpeo3 —
y 1% naumeHToB. Cpean YacTbiX KIMHNYECKMUX CUMITOMOB
oTMeYanucb oTek wewm (y 162 n3 182 nauneHToB), OAbILIKa
(y 83 n3 167), 6onb B wee (y 64 us 155), Xxpunnblin ronoc
(y 66 13 169), TakxKe 4yaCTo BCTpPEYanMcb CUMNTOMbI 06-
CTPYKUMW BEPXHUX AbIXaTeNIbHbIX NyTel B BUAe cTpugopa
(y 44 vn3 144 nauueHToB) u gucoharum (y 97 n3 153). Ypo-
BeHb aHTUTEN K LXK 6611 nccnepoBaH y 92 yenoBek: aHTK-
Tena K TMO 6b1y noBbiweHbl Y 43% NaunveHToB, aHTUTeNa
K TI 6b111 NonoXmTenbHbl y 27%, aHTUTeNa K peuenTtopy
TTl 66 noBbiweHbl y 2 vyenoBek. Cpean MauUEHTOB,
y KoTopbIx Obin nccnegoBaH C-peakTuBHbIA OGENOK, ero
noBbIleHVe OTMeYanocb B 72% cnyyaes, COD 6bina no-
BbllleHa B 97% cnyuvaes [21].

B cnyuasx, korga 6bin KnnHMYeckn 3anogo3peH TP, noa-
TBEPXKAEHME OCYLIeCTBNANIOCH MOCPEACTBOM  OTKPbITON
6uoncmu, TOTanbHON TUPEOULIKTOMUM WM TEMUTUPEOU-
AakTomum. NMoapobHoe rmcTonormyeckoe onmcaHue nocne-
onepaLMoHHOro Matepuasna 6b110 JOCTYNHO B 179 cnyyvas,
npu 3Tom $pMOPO3HaA TKaHb NMPUCYTCTBOBasa BO BCEX 06-
pasuax. Opyrumy obwumn nprisHakamu 6binu numdoun-
TapHas uHdunsTpauua (98%) n obnutepupyownii pnebut
(43%) [21].

JleueHne NpoBOAMNOCH XUPYPrMYECKn U MeauKaMeH-
TO3HO C NMOMOLLbI UMMYHOZENPEeCcCaHTOB. Xpypruyeckoe
BMeELIATeNIbcTBO noTtpebosanocs 161 nauueHty. Hambo-
nee yacTblM MeToAoM Obina ToTasbHasA TUPEOUIIKTOMMSA
(34%), remnTnpeongsKktomusa nposedeHa B 12% cnyyaes,
Tpaxeoctomuma — B 10%. [MOKOKOPTUKOMAbI NPUMEHANNCH
y 121 naumeHTa, NPOJOMKUTENbHOCTb Tepanun COCTaBU-
na ot 3 gHen go 60 mecsiueB. TaMOKCUMbEH MPUMEHsCA
B 28 ciyyasx, a3aTMONpPUH — B 4 Clyyasx, pUTyKcumab —
B 3 cilyyasx, Takxke 6bl1 0AVH Cryyaii IpUMeHeHnsa Mukode-
HonaTa modetuna [21].

MepwnaHa neproga HabnogeHus coctasuna 12 mecsaues
(0,1-566 mecsaueB), 10 NaUMEHTOB yMepny, 2 CMepTu OblIK
CBA3aHbl C nporpeccupoBaHuem TP 1 cuctemHbim Gprubpo-
3om [21].

B onucatenbHom o63ope Carsote M. u coaBT., ony6nunko-
BaHHOM B utoHe 2023 r., NpoaHanM3MpoBaHoO 66 KInHUYe-
ckmx csiyyaeB TP ¢ 2019 no 2023 rr. [22]. bbio 0TMeYeHO, YTo
B 6ONbLUNHCTBE KITMHUYECKMX CIyYaeB Hannuue TP npegno-
naranocb Ha 3Tane NOCTaHOBKM AMArHo3a, Yto CBUAETENb-
CTBYET O BO3POCLUEN OCBEAOMIEHHOCTU Bpayeln O JaHHOM
3aboneBaHum [22].

Zakeri H. n coast. B 2011 1. onucann KAVMHUYECKUIA
cnyyar TP y 17-neTHero noppocTka, obpaTuBLuerocs
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C Xanobamu Ha o6bemMHOe obpa3oBaHve 1 nerkyto 6osb
B obnactu weun. Y3 wen BbIABAIO HEOAHOPOJHOE TBEP-
noe obpasoBaHue B ieBon gone WK co cmelleHnem co-
Cy#OB lIen W TFPYQUHO-KIIOUYMYHO-COCLIEBUAHONM MblLL-
Ubl, MHOXEeCTBEHHYI0 nrMdafeHonaTui0 B MNepegHem
TpeyrosibHMKe Wen cneBa. B ropmoHanbHom npodwune
6bIn BbIAABNIEH TMPEOoTOKCUKOo3 (T4 — 18,3 nmonb/n, T3 —
265 nmonb/n, TTT — meHee 0,1 MME/n). Mpwn ToHKOUrONb-
HOM 6uoncumM BbiABAEHA UHOUABTPALMA MOHOHYKeap-
HbIMK KneTkamu u $nbpos. B xopge oTkpbITON HGuoncum
o6Hapy»eHo obpa3oBaHuMe H6eno-ceporo LBeTa C BOBJe-
yeHMeM OKpyKaloLWmX TKaHen 1 mbiwy,. MNpu ructonornye-
CKOM MCCrefoBaHNN ONUcaHa UHGUABTPALUA NAPEHXUMBI
LK MOHOHYKneapHbIMK KneTkamu, pubpos, fgectpyKums
C BOBJIeYEHNEM FPYAMHO-KIIOUYNYHO-COCLIEBUAHOW MblLL-
ubl. TkaHb WM 6bina NOMHOCTbIO 3amelleHa coeauHU-
TeNbHOW TKaHblo (TMpOLUKWTbI He onpeaenAanucs). MNauneHT
nonyyan NPonpaHonon u NPegHU3osIoH B TeYeHue Tpex
mecAueB. [Tocne mecAua nleyeHUsa COCTOAHME ero ynyu-
LWKMAOCh, pa3Mmep ob6pa3oBaHUA YMEHbLUUIICH, CTPYKTYpa
rPYANHO-KIOUYNYHO-COCLEBNAHON MbllLbl, NO AaHHbIM
Y3, HopmanusoBanacb, COXpaHsanacb HeOQHOPOAHOCTb
1 runonnasuna neson gonu [23].

B 2020 r. Dhalapathy Sadacharan n coaBT. ony6nuko-
BaNN Cepuio N3 6 KINNHUYECKNX CiyyaeB nauuneHTos C TP,
AnarHoctTmpoBaHHoro B nepuog ¢ 2011 no 2019 rr. Ha tore
WHann [24]. OpnH 13 HMX Obln y 5-NeTHEro Masnbuyuka,
Yy KOTOPOro Ha MOMEHT MOCTaHOBKW AMarHosa oTmeuva-
N1Cb 6ONE3HEHHDBIN OTEK Ha NepefHEN NMOBEPXHOCTU LIen
1 opblwKa [24]. Pe3ynbtaT TOHKOWUIONbHOM acnMpaunoH-
HOW 61ONCUK BbIABW HaNMuyne BOCNANMTENIbHbIX MOHOHY-
KneapHbIX KneTok n mrodnbpobnactos. Manbuuky 6bino
NpoBefEeHO ornepaTuUBHOE fieyeHre (reMmTupeonasaKTomms
cnesa) u yganeHue ¢pnbposHoro obpasoBaHus, npopacTa-
IOLWWEero B MblllLbl. BmecTe ¢ neBon gonen WUTOBUAHON Xe-
ne3bl 6bIV yaaneHbl BEPXHAA U HUXKHAA NapalUTOBUIHbIE
Xenesbl CNeBa, rMnoKanbunemus 6bi1a KynnpoBaHa yepes
3 mecsua nocne onepauun. Meprnoa HabnaeHNs cocTa-
Bvn 1 rog, nporpeccun 3abonieBaHnA He OTMEYaNoch, Apy-
rmx nokanmsauui lgG4-ceasaHHbIX 3a60neBaHUN He BbIAB-
neHo [24].

Ona gnarHocTmkn TP MoryT 6biTb NONE3HbI KOMMbIOTEP-
Hasi Tomorpadus, Ha U306paKeHMN KOTOPOW onpefenseTcs
rMnoJeHCUBHaA TKaHb, HE HakaniuBallwasas NOACOAep»Ka-
WU KOHTPACT, WM MArHUTHO-pe30HaHCHaA Tomorpadus,
Ha KOTOpOW crielyeT oXmnaaTtb NonyyYeHne rmnonNHTEHCUBHO-
ro n306paKeHns Kak Ha B3BeLUEeHHbIX 1306paxeHusax T1, Tak
nHaT2[4].

B 6onbwnHCTBE ONMCaHHbIX ciyyaeB TP y nauueH-
TOB He OTMeuvanocb MoBbileHne ypoBHA 1gG4 B CbiBO-
poTKke KpoBwu [4]. B ogHOM 13 uccnenoBaHui NpeaoXxeH
opraHocneundryecknii  Kputepuin Onaa  OMAarHOCTUKU
TP — cooTHoweHne |gG4-NO3NTMBHbLIX Ma3mMmaTUYEeCKmX
Knetok K IgG-Mo3vTUBHbIM Ma3MaTUUYECKUM KneTKam
6onee 20% [25].

MN3-3a o6wupHoro ¢ubpo3a TOHKOMUIoNibHaA acnupa-
LMOHHaa 6uoncma yale BCero He UHGOPMATMBHA, TaK
Kak B buontate OTCYTCTBYIOT QONMKYNAPHbIE KNETKY,
HO MOryT ObITb BbIsIBNIEHbl MPU3HaKM BOCMANMTESIbHO-
ro npouecca, ¢nbposHas TKaHb, MnopubpobNacTol MK
Npu3HaKy, CooTBeTCTBYIOWME GONNUKYNAPHOMY HOBOO-
6pa3oBaHuio [4], 1 ANA TOYHOW NOCTAHOBKW AnarHosa TP
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n auddepeHUnanbHOW ANArHOCTUKMA CO 3J10KAYeCTBEH-
HblIM HOBOOOpa3oBaHMEM HeobOXoAuMa Xupypruyeckas
OTKpbITaa broncua [21].

OnddepeHumanbHas gnarHocTnka TP sBnsieTcAa Cnox-
Hown 3apjauven. Ee cnegyet npoBoanTb C TMpeougnTom Xa-
LWMMOTO Y NanUIIAPHbIM PAKOM LMTOBULHON Xene3bl, Npu
3TOM BbIPaXXeHHOCTb $MHPO3a NPU HMUX MEHbLUE, YeM Mpu
TP, n oKkpyatowme TKaH He BOBeKalTcA B npouecc. Mpwu
aHanIacTUYeCKOM pakKe LUTOBUAHOM »Kefe3bl, TOMUMO Gu-
6po3a 1 HeKPO3a, O6HaAPYKMBAKTCA ATUMNYHbIE BEPETEHO-
obpasHble KneTku [4].

B HacToflLlee Bpems He CyLlecTByeT CTaHOAPTOB feye-
HUA TP U paHAOMM3VPOBAHHbBIX KOHTPOIMPYEMBIX MUCCie-
[lOBaHWin, poKasbiBalownx 3¢GeKTUBHOCTb KaKon-nnbo
onpepneneHHoW cxembl neyeHus. Metogom Bbibopa ABnA-
eTCsA JleyeHMe npenapaTaMmy  [IOKOKOPTUKOCTEPOULOB.
Mpu nx He3PeKTMBHOCTU PEKOMEHLOBAHO MPUMEHEHME
TaMmoKcudeHa, MmkodeHonata ModeTuna nnm puTyKCcmma-
6a [1]. Xmpypruueckoe BmellaTenbcTBO nNpu TP onpaBgaHo
B CJlyyasAx KOMMPECCMM AbIXaTeNbHbIX NyTel 1 Heobxoau-
MOCTM 3abopa briomaTtepuana Afns rucTonormyeckoro uc-
cnepoBaHusa [3].

3AKNIOYEHUE

MNpeactaBneHHbIN Hamy ciyyan Tupeogmta Pugensa As-
NAETCA YHWKaNbHbIM B CWly PaHHero Bo3pacTa pebeHKa,
OTCYTCTBUA KaKUX-TNOO XapaKTEPHbIX KIUHUYECKMX Npu-
3HaKOB, MO3BONIAKWNX [MArHOCTMPOBATb 3aboneBaHue
Ha JoonepaunoHHOM 3Tane.

Tupeonant Pugena anAaeTca ype3BblYanHO pPefKnm 3a-
6oneBaHNeM, AMArHOCTMKA KOTOPOro MpeacTaBiseT Tpya-
HYIO KIIMHMYECKYIO 3adayvy AnA Bpayen, B CBA3WU C TeM, UTO
UMeeT HecrneundrUecKyo KIMHUYECKYIO KapTUHY, YNbTpas-
BYKOBasA AMArHOCTVKa M TOHKOWrOfbHaa acnupauuoHHas
6uoncmsa He UMEIT ANArHOCTUYECKON 3HAUYMMOCTU, UCCIe-
JoBaHue ypoBHsA IgG4 B KpoBM He nokasatenbHo npu TP,
a OTKpbITaa 6Moncus He BXOAUT B PYTUHHYIO MPAKTUKY WC-
cnepnoBaHus 3abonesaHuin LK.

AONOJIHUTENIbHAA UHOOPMALINA

UctouHnkn d¢puHaHcmpoBaHuA. VccnegoBaHme 6bino npoBeaeHo
B paMKax rocyfapCTBEHHOro 3afjaHusa «MoneKynspHo-reHeTMyeckne mMap-
Kepbl CTpaTudUKaLMM pucKka MporpeccrpoBaHns/peuranBa paka WnTo-
BUOHOM Xene3bl» N°123021000039-3.

KoH®nNuKT mHTepecoB. ABTOpblI AEKNapupyloT OTCYTCTBME ABHbIX
N MOTeHUMaNbHbIX KOHGIMKTOB MHTEPECOB, CBA3AHHbIX C CofdepKaHneM
HacTosLen Ny6nnkauun.

Cornacve naumneHTa. ABTOpbl HacToALLEN CTaTby NOAYYUSIA MUCbMEH-
HOe pa3peLLeHune OT YNOMUHAEMbIX B CTaTbe MaLMeHTOB Ha NybnnKaLumio nx
MeLMLMHCKNX JaHHbIX B XypHarne «[1po6sembl SHAOKPUHOMOMMU».

Yuactme aBTOpOB. 3y6KOoBa H.A., BoHaapeHko C.M. — aHanu3 paH-
HblX, MHTEpPRpeTauna pe3ynbTaToB, MOArOTOBKa GWHanbHON Bepcuun
ctatbu; KonogkuHa A.A., besnenknHa O.b. — pefgakTupoBaHue TeKkcTa,
BHeCeHue LeHHblX 3amedyaHun; Ypycosa J1.C., bposuH [.H., AHWKu-
eB A.B. — aHanm3 faHHbIX, MHTepnpeTayna pe3ynbTaToB, HanucaHme
cTaTbu. Bce aBTOpbl 0406pNAN GUHaNbHYO Bepcuio CcTaTbl nepeq ny-
6nuKaLmeid, Bbipa3umy cornacme HeCcT OTBETCTBEHHOCTb 3a BCe acnek-
Tbl paboTbl, MOApa3yMeBaloLlyi0 Haaexallee MU3yyeHUe u pelleHne
BOMPOCOB, CBA3AHHbIX C TOYHOCTbIO UM JOOPOCOBECTHOCTbIO N06ON
yacTu paboTbl.
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