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AHHOTauuns

VanonaTtuueckas MyAbTULEHTpUYecKas 6oaesHb Kactaemana (MMBK) — peakoe AnmdonpoandepatMsHoe 3aboAeBaHmue, umeloluee
MHOXECTBO CXOAHbIX AAOOPATOPHBIX, PEHTFEHOPAAMOAOTUUECKMX U KAMHMKO-MATOAOTMUECKMX MPOSIBAEHWH C Pa3AMUHBIMU COCTOSIHUSIMM,
BkAlouas u IgG4-cesizaHHoe 3ab6oAaeBaHue. [1oBbileHMe aKTUBHOCTM LIMTOKMHOB, OCOOEHHO MHTEPAENKMHA-6, MPUBOAWUT K CUCTEMHbIM
BOCMAAUTEAbHbIM CUMINTOMAaM C pa3BUTMEM AMMAAEHOMNATUM U PEAKO — SKCTPAHOAAAbHBIX MOPakeHUi. [MCToAOrMyecKne U3MEHEHNS B
AMMATUYECKMX Y3AaX AEMOHCTPUPYIOT KapTUHY MMaAMHOBACKYASIPHOTO, MAA3MOKAETOYHOIO MAM CMELWaHHOro BapUaHTOB OGOAE3HM
KacTtaemaHa 1 6biBalOT TPYAHOOTAMUMMbI OT KapTHHbI peakTUBHOM, onyxoresoi u 1gG4-ceasarHon Anmdaseronatun. MMBK moxeT 6biTb
AMArHOCTUPOBAHA TOABKO MPU MCKAIOYEHWMU MH(PULIMPOBAHMS HYEAOBEHECKUM Feprec-BUpyCoM 8-ro TMna 1 BUPYCOM MMMYHOAepULIMTa
uenoBeka. B cTaTbe aBTOpPbI NPUBOAST OnMcaHKe AByX caydaeB MIMBK, Bkalouasi nepsoe B MUPOBO#I AUTEPAType OMnucaHmie IKCTPaHOAAAbHOTO
MopakeHWst B Mbllille GeApa MpPU AaHHOM HO30AOTMM. [lpuBeaeH 00630p AWTEpaTypbl MO OCHOBHBIM KAMHMKO-AQGOPATOPHBIM M
MOP]OAOrMHECKUM MPOSIBAEHUSIM, NO3BOASIOLLMM MOATBEPAMTHL AMarHo3 MIMBK.

KaloueBble cAoBa: mamonatmyeckas MYAbTHLIEHTPUYECKas OOAE3HD KaCT/\E‘MaHa, AMMd)OﬂpOAMdJEpaTMBHbI@ 3a6OAE‘BaHMﬂ/ IgG4-CBﬁ3aHHbIE‘
3360AeBaHMﬂ, IKCTPAHOAAAbHbIE TTOPaXeHUs rpn boresHn KactaemaHa.
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Idiopathic multicentric Castleman's disease is a rare lymphoproliferative disorder that has many similar laboratory, radiological, clinical
and pathological manifestations with various conditions, including IgG4-related disease. Increased activity of cytokines, especially
interleukin-6, leads to systemic inflammatory symptoms with the development of lymphadenopathy and rarely extranodal lesions.
Histological changes in the lymph nodesin hyaline vascular and plasma cell variants of Castleman's disease are hardly distinguishable from
the pattern of reactive, tumor and IgG4-related lymphadenopathy. Idiopathic multicentric Castleman's disease can be diagnosed only when
infection with human herpesvirus-8 type and human immunodeficiency virus is excluded. In the article, the authors describe two cases of
idiopathic multicentric Castleman's disease, including the first world literature description of extranodal damage of the hip muscle in this
disorder. In addition, the authors gave a review of the literature on the main clinical, laboratory and morphological manifestations, which
allow confirming the diagnosis of Castleman's disease.
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BK — 6one3us KacTnemana

BU — B3BeleHHble n300paXKeHust

I'BBK — ruanuuoBacKyIspHbIi BapuaHT Gonesnn Kactiemana
NI'XW — ntMMYHOTUCTOXMMHUYECKOE UCCIIE/IOBAaHNE

WNJI-6 — uHTepreiiknH-6

MMBK - ypronatuyeckast MyJIbTULEHTpUUecKast 6ose3Hb Kactnemana
KT — komnetoTepHas ToMorpacus

KT-OI'K — komnbroTepHast ToMorpacusi OpraHoB IPY/IHON KIIETKH
n/y — mumcoy3Ibl

MAKC. — MAKCUMAJILHO

MBBK — MybTHIEHTpHYECKNIT BapuaHT 6one3Hn Kactinemana
HHV-8 — yenoBeueckuii repnec-Bupyc 8-ro tuna

IMBBK — nna3mokneTouHblil BapuaHT 6os1e3uu Kactiemana

TIK — nna3smaTuyeckast KieTka

POIT — papnodapmnpenapar

COD — cKopoCTh OCEIaHNs SPUTPOLUTOB

CPB — C-peakTHBHbIil 6e10K

Hb — remorno6un

HIV — yenoBeueckuii BUpyc MMMyHoaepHULuTa

Ig — uMMyHOr100Y IMH

1gG4 — ummyHorno6ynun G 4-ro nopkiacca

1gG4-C3 — IgG4-cBs3aHHble ¢ 3200/1€BaHNS

1gG4-CJITAII — IgG4-cBsa3anHast muMdajieHoONaTHs

SUV — craHapTU3MpOBaHHbINl YPOBEHb 3aXBaTa MpU MPOBEJECHUH MO-
3UTPOHHO-3MHUCCUOHHOI TOMOrpauK ¢ KOMIBLIOTEPHON TO-
Morpacpueit

BBeaeHue

Bonesns Kactnemana (BK) — penkast rereporennas rpymma
JmmonposgepaTUBHbIX HApYLIEHN HEN3BECTHO 3THOJIOTUH.
B 1954 r. B. Castleman, V. Towne [1] ony6auKoBanu nepsblit
Clly4ail MAaCCHBHOTO OIyXOJIEBUJHOIO 0OPa30BaHuUsl B MEIUACTU-
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HallbHOM 00nacTh y 40-1eTHero My>kKunHbl 6€3 KaKux-JI1M0o cH-
CTEeMHBIX MPOSIBJICHUI. [ CTOIOrnYecKoe NccieloBaHue OMmyXo-
JIeBOro o0pa3oBaHusl OOHAPYKUIIO THIIEPIUIA3UI0 JTUM(OUHOM
TKaHU C TUAJMHU3UPOBAHHBIMU 3apOAbILIEBbIMU LEHTPAMH.
B nocnenytomiem coobiennn 12 ciyyaes B. Castleman u coaBr.
[2] npencraBusn 6onee MOAPOOHY IO TMCTOJIOTMYECKYHO XapaKTe-
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Hanonatnyeckas MYABTULIEHTPpUYECKas boresHb KactaemaHa

PHCTHKY, OCTaHABJIMBASICh HA JIBYX OCHOBHBIX U3MEHEHHUSIX: T1a-
JIMHU3AIMT TUM(OUIHBIX (POJUTMKYIIOB C OTUETINBON Mpoude-
pauue KanuuisipoB, MPOHUKAIOIMX KaK B (DOJUIMKYIIbI, TaK U B
MHTEP(OITTMKYJISIPHBIC 30HbI. DTH U3MEHEHHsI CTAJIl paccMmar-
puBaThcst Kak ruamiHoBackysipHbIil BapuanT BK (I'BBK). ¥Yna-
JieHre 00pa30BaHMil NPUBOAMJIO K MOJHOMY M3JIEYEHUIO OOJIbHBIX
¢ ynuuentpuueckuM Bapuantom 'BEK. B nanbheiiinem onucan
APYroil FTUCTOJIOTMYECKUII BADMAHT 0Opa30BaHUil B MENACTH-
HaJIbHOI 06J1aCTH, KOTOPBIi1 ISMOHCTPUPOBAJT 3HAUUTEIIbHYO MH-
¢unbTpanuio 3pesbivi miaazmarnyeckumu kaetkamu (1K) mn-
TepONMKYJISIPHBIX 00s1acTell, M KIIMHUYECKUE TMPOSIBIEHUS Y
GOJIBHBIX BKJIIFOUYAIN JIMXOPAJKY , TUM(AJCHONATHIO,, CTIIIEHOME-
ramito ¥ aemuto [3]. B 1972 r. Hapsiy ¢ OpurHasbHO cOOOLIeH-
HbM I'B Bbienen miasmoknerounslii Bapuant BK (ITIBBEK) n
OMUCaHbl HEKOTOPbIE CITy4an IKCTPAHOAATHLHOIO MOPAsKEHUSI ITPU
arom 3ab6oneBanun [4]. B 1983 r. G. Frizzera coasr. [5] Ha oc-
HOBAHMU TIIATEJILHOTO aHaJN3a MOP(OJIOrnYeCKNX,, KIMHNYe-
CKMX U UMMYHO(EHOTUNUYECKUX U3MEHEHU! y 15 OONbHBIX,
MMEBILUX PA3JIMYHbIE JIOKAIU3ALMUN TMOPAKEHUI, BbIIEIUIN
myabTunenTpudeckuit Bapuant BK (MBEK). Mopdonoruye-
CKMe M3MeHeHusl B mMoy3nax (1/y) oOHapysKUBaIM CMeIlaH-
HYIO KapTHHY KaK TMaJIMHOBACKYJISIPHOTO, TaK U TMJIa3MOKJIETOY-
Horo Ttuna. KiuHnyeckme nposiBIEHUs] y BceX OOJBHBIX
MPEeJICTaBIeHbl KOHCTUTYIIMOHAIBHBIMA CUMIITOMAaMK, TaKUMU
KakK JIMXOpajiKa, HOYHbIE MOThI WM NOoTepsi Macchbl Tena. [oma-
ratoT, yto Ha fomo I'BBK npuxopgurcs okono 70% cnyuaes,
toraa Kak [IBEK puarnoctupyercst y 30 u'y 10% GonbHbIX OH
npencrasneH (MBBK). ITocne onmcanust cunipoma npuoopeTeH-
Horo nmmyHnonedunmta (CITM/) npopeMoHCTpUpOBaHO, YTO
JMajieHonaTHsl MU 3TOM 3a00JIEBAHUM UMEET TUCTOJIOrnYe-
ckue npusHaku BK [6], a janee ycranosnena cssizb CITN]a c
capkomoit Karnomm, BbI3bIBaeMoii BUPyCOM reprieca 8-ro Tuma
(HHV-8), koTOpbIil TakKe y4acTBYeT B aTOreHe3e HeKOTOPbIX
ciayyaeB MBBK kak B KoMOMHauuu ¢ BUpycoM MMMYyHofedhu-
muta yenoseka (HIV), Tak u 6e3 Hero [7-8]. MBBK, He cBsi3aH-
Holii ¢ Bupycom HIV i HH V-8, nomyunn Ha3Banme napronaTy-
yeckoro wmyJabTuienTpuueckoro Bapuanta BK (MMBK).
CospemenHas kiaccudukauust BK (puc. 1) npescrasiseT He-
CKOJIbKO Pa3JIMYHbIX NMATOJOTMYECKUX COCTOSIHUI, KOTOpbIE Jie-
MOHCTPHPYIOT HEKOTOPbIE CXOJJHbIE TMCTOJIOTMYECKIE MPOSsIBIIe-
HUS1, HO UMEIOT Pa3Hble 3TUONATOreHETUYECKME MEXaHU3MbI U
GosblIMe pa3nuus No KiuHudeckum ucxopam [9, 10]. CpasHu-
TeabHO HeplaBHee Bbiiesenue npu MMBK cungpoma TAFRO
(TpoMbGoOIMTONEHNST, aHACAPKA, INXOpaAKa, PETUKYJIISIPHbIN (hro-
PO3 KOCTHOro mMo3ra, opranomeranusi) [11] roBoput o Tom, 4yTo
atot BapuaHT IMBK Tak:ke HeogHOPO/IeH 1o CBOeMy COCTaBy 1
JAJbHEIIEe YCUINS HEOOXOIMMbI MO U3y UYEHUIO 3TOM TPYMIIbI Ma-
TOJIOTMYECKUX COCTOsIHUIA. [TepBble MeXKIyHapofiHble Kiaccupu-
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Knaccnparauns bK

| Boneans Kacriemana

— [

Kommimecsse NPOABICHHAA

Theronornieckue Lo manadquio

npusnakn + HIXH HHJERIMOHHOID AreHTa
* YHHLUEHTPHICCKHE * Tha, PHALA * Hanonar (HIV-,
BAPHART BAPHAHT KEHV/HHV-E-)

* Mynkruiespraecni
BAPHANT

*+ [lmasmormeTodmsi
BUPHUHT
+ CMCINAHHELT BAPHAHT

« HIV + KSHV/HHV-8+
* HIV + KSHV/HHV-8-
« HIV - KSHV/HV-E+

Puc. 1. CoBpemenHas kaaccudpmkaums bK.

ITpumeuanue. UT'XY — IMMYHOTMCTOXMMUYECKOE UCCIIEIOBAHKE,
KSHV/HHV-8 — yenoBeueckuit repnec-supyc 8-ro tuna (Kaposi
sarcoma herpes virus), HIV — yenoseueckuil BUpyc UMMYHO/ie-
dpuyura.

KauuonHble kpurepuu a1t MMBK, ony6mikosannsle B 2017 1.,
GyyT CIOCOOCTBOBATH NIPABUJIbHOI IIOCTAHOBKE JUArHO3a B KJIN-
HUYECKOI NPAKTUKE U KOPPEKTHOMY TIOJIXOfly K IIPOBOJAMMOI] Te-
panuu 3Toi rpynnsl 60abHbIX [12]. OTnenbHble cOOOIIeHUs B
oTeuecTBeHHOI juTepaTtype onucbiBaau 'BBK [13], a nepsble
MyOJuKauuy, IOCBSILLEHHble pa3auyHbiM hopmam BK, onuchl-
BaIOT KJIMHUKO-Mopcposornueckue ocobenHoctrt MBBK c nopa-
>KEHUeM pa3inyHbIX rpynm J/y [14, 15]. OxcrpaHoianbHble No-
pakeHus SIBJSIIOTCS PEAKUMU U HanboJiee YacTo BCTPEUatoTCsl B
obmactu op6urt [17, 18], rimyGoKuX MSTKUX TKAHSIX TPYAM, IIen
U peTpornepuToHeanbHol obaactu [4, 5, 16]. Boeneuenue no-
BEPXHOCTHBIX MATKMX TKaHel, TAKMX KaK MOJIKOXKHasl KIeTJyaTKa
U CKEJIETHBIE MBILLIIBL, [I0 TUITY CEBIOOIYX0IEBbIX 00pa30BaHUIt
KpaiiHe pefko HabmopaeTcs npu BK, u yaiie oHu cBsizaHbl ¢
I'BBK [18-24]. B nuTepatype MbI BCTPETUIIN ONMCAHUE TOJIBLKO
TpeX CllyyaeB MOPa’KEHMsl MBIIIL HUXKHUX KOHEYHOCTEH Npu
I'BBK [25], nosTomy npepctaBneHHbIil Hamu citydait UMBK siB-
JISIETCS IEPBBbIM B MUPOBOI1 JIUTEPATYyPe OMUCAHUEM 3KCTPAHO-
JATBLHOrO MOpaykeHus MbIIIIbI 6efipa nmpu 3ToM BapuanTe. [Ipo-
JAE€MOHCTPUPOBaHHble Hamu ciydau fedtora MMBK B Mononom
BO3pACTE C MOSBJICHUS OIlyXOJIEBUHON MAcChbl B MEAUACTUHAIb-
HOI1 00JIACTH C YBEJIMUEHUEM BHY TPUTPY/HBIX JI/y B IEPBOM ClLy-
Yae M 3KCTPaHOJaJIbHbIM BOBJIEUEHUEM MBI Oefipa Ha hoHe
yBEJIYEHUsI TOAB3/IOIIHBIX U 3a0PIOLLMHHbIX J1/y BO BTOPOM CIIy-
yae, a TaKKe BO3HMKIINE TPYIHOCTH IIPU OCTAHOBKE IIPaBUJIb-
HOTO [JUarHo3a 1 BbIOOpE METOJIOB TEPAIUM MOTYT ObITh 1OJIE3-
HBIMU JIJIs1 Bpayeil Pa3HbIX CHEeUUANIbHOCTEN, CTAJIKUBAIOLLMXCS C
9TUM BUAOM PefKUX JIMM(ONponuepaTUBHbIX HApYLIEHUN B
KI/IMHUYECKOI IPaKTUKE.

KAnHnueckmin cayqan 1

Boawnoit M. 20 net mapte 2012 r. noctynun B PI'BHY
«HHWWP um. B.A. HacoHoBoi1» ¢ kajlobaMu: Ha NMOABLEMbI TEM-
neparypsl 10 38,5°C, ofibllIKy pu (PU3MUIECKOil Harpys3Ke, Mo-
KalllIMBaHWe, Oy IIeHNe JIABJICHNS 3 IPYMHON , TOTEPIO MACChI
TeJa 1o S Kr 3a 5 mec.

W3 anamuesa: B mae 2011 r. npu npocpeccroHaabHOM oOciie-
JIOBaHMM HA PEHTTEHOrpPaMMaXx T'PY/IHOM KJIETKH BBISIBIICHO pac-
HIMpeHre TeHN cpeiocTenst. [Ipy KOMNbIOTepHOIT ToMOTpadrn
(KT) opranos rpynnoii knetku (KT-OI'K) cnpaBa BbIsiBieHbI
00BEMHOE MATKOTKaHOE 00pa3oBaHue 10 38 MM, BHY TPUTPY/IHAS

Konmaxmmuas unghopmayus:

Yaavyes bozoan [mumpuesuy — MI1. Hayd. COTP. J1a0. MHTEHCUBHBIX METO-
7I0B Tepanuu peBmaTryeckux 3abonesannit ®YI'BHY «HUUP um. B.A. Ha-
coHoBoI». Ten.: +7(906)074-48-25; e-mail: bodya92 @inbox.ru;

ORCID: 0000-0003-4188-3578
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B.U. Bacuabes n coasr.

KAnHHKO-AaGopaTopHbie nposiBAeHHs Y 60AbHbIX ¢ UMBK
(n=2)

Canyyvait 1 2
Bospacr, ner 20 23
JIMMTeNbHOCTD TEYEHUSI IO 10 %6
MOCTAHOBKM JIMAarHo3a, Mec
KoHcTuTyOHABHBIE CUMITTOMBI + +
Konrmnomepar MeiuacTMHaAILHBIX J1/y +
(51x40%x60 M) .
YBenuueHue Bcex rpym +
BHYTPUrpYAHbIX J1/y (11x24 Mm) )
YBenuueHue nogMbILLEYHbIX JI/y + +
YBenuueHve noAB3OUIHbIX JI/y

- +
(mo 2,9 cm)
YBenuueHue naxoBbIX 1 ) +
3a0pIOLIMHHBIX J1/y (10 3.3 cm)
OG6pa3oBaHue B MbllILEe Oeipa - +
[Topakenne Koxu - +
I'enaTomeramms (go 20 cm) - +
Hb, r/n 111 104
JefikouuTsl, x10° 82 39
TpomGouuTsl, x10'? 396 520
COB 62 45
Oo6muumit 6emok (66—85,0 r/m) 93,0 91,7
AnboymuH (55-66%) 354 37.8

o, -T'no6ymn (2,9-4.,9%) 6,0 6,0

B-Tno6ymmnst (7,9-13,7%) 183 16
v-I'no6ymune (11-18.,8%) 284 2945
IgG (95-235 ME/mn) 438 450
IgA (55-250 ME/mn) 692 500
IgM (60-405 ME/mn) 241 250
IgE (<100 ME/mu) 98 150
1gG4 (<20 r/m) 11,2 10,8
CPB (0,0-5,0 mr/mm) 88 107
NJI-6 (o 7,0 nr/mu) 48 84

mumdaaeHonaTust o 25 MM. BbinosiHeHa quarHoctuyeckast To-
PaKOCKOMNUST — MPU3HAKOB OIYXOJIEBOIO MOPAXKEHUsI HEe MOJy-
4yeHo. B TpenmaHobuonTare KOCTHOrO MO3ra OTCYTCTBUE JJAHHBIX
00 OHKOreMaToJiornyeckom 3abosesanuu. B nexkadpe 2011 r. B
CB$I3U C TIOSIBIICHUEM JIMXOPA/IKH, TOBBILICHHON YTOMIISIEMOCTH,
onpbiky o6cnenoBan nmopropHo. Ha KT-OI'K BreisiBnena otpu-
naTesbHas AuHaMuka. CrpaBa napaTpaxeajibHO ONpejieseTcs
KOHIJIOMEpAaT YBEJIMUEHHBIX JI/y C HEUETKMMHU KOHTYpPaMHU JI0
51x40x60 MM, a TaKKe ONPENeIsIOTCS MHOXKECTBEHHbIE YBEJIU-
YeHHbIE TOJIMbILLIEYHbIE J1/y 10 12 MM, JI/y IepefiHero cpefocTe-
Hust oT 11 1o 24x12 MM, 6uypKaluroHHbIe J/y pa3MepoM Ji0
20x15 MM, OPOHXOMYJIbLMOHAJBHBIE J1/y Pa3MepoM J10 12 MM, BU-
3yaJM3upyeTcsl BUJIOUKOBas xese3a pazmepoMm 4,0x2,6 cm. Torja
>Ke TIpy 00cIeioBaHny B aHam3ax: remorno6us (Hb) — 126 r/m,
JeHKOUMThI — 8,76 ThIC/MKJ, TPOMOOUUTBI — 346 ThIC./MKII,
COD — 58 mm/u, o6umit 6enok — 93,0 r/n, anbOymut — 34%,
v-rino6ymuH — 28,7%, C-peaktusHbiil 6emok (CPB) — 15,6 mr/nn
(Hopma 10 0,8 mr/ni). [IpeanonoKuTenbHbINA UarHo3: mmMdgo-
npoaudepaTuBHoe 3a00JIeBaHNE, OTpULATEIbHASI AMHAMUKA.
BonbHOMY mpoBejieHa MOBTOpHasi Topakockonus. [Ipenaparbl
KoHCyJbTHpOBaHbl B PI'BY «HMMULI onkonornn nm. H.H. Bio-
XMHa»: TUTIEPILIA3us TMM(OUIHOIN TKAHH — ONPEJIeJISIOTCS] MHO-
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FOYMCNIEHHbIE TUM(OUAHBIE (POTIUKYJIbI C GONBIIMMYU LEHTPAMU
pa3MHOXeHHUs1 ¢ OOJbIIMM KOJIMYECTBOM KJIETOK Pa3HbIX (a3
TpaHc(OpMaLy ¢ MHOXKECTBEHHBIMU OYaroBbIMU UH(UILTPA-
tamu 13 [IK. B Hemmpokoi nmapakOpTUKaJIbHOW 30HE MHOTO
MEJIKMX COCYJIOB C «BbICOKMM>» JHJIOTeNneM. B cBsizu ¢ Hamm-
YyeM runepIuiasyuy J1/y NpeuMyecTBEHHO M0 (hOJUTUKYJISIPHOMY
TUIlY C PEaKTUBHBIM IIIa3MOLMTO30M PEKOMEH/JOBAHbI KOHCYJIb-
Tanys 1 obcnefioBanne y remarosioros. [lanee B mapte 2012 T.
B HMMUII remaronoruu 60716HOMY BBIMOJHEHA MEAUAHOCKOTHS
¢ 6uoncueii a/y. IIpn MopgonornueckoM UcCienoBaHUM Bbl-
sIBJIEHbI U3MEHEHUS!, KOTOpble Npefnoarany nposeaeHue aud-
depeHmanLHON iuarHocTuku Mexy [1gG4-cBs3anHoi mumMda-
nenonatuenn (IgG4-CJIAIT) u IIBBK. YuwntbiBas BbicoKue
yposHu I1gG4 B chiBOpoTKE KpoBM, 60sbHON nocTynuia B HUM
pesmarounioruu uM. B.A. HaconoBoii st o6cnepoBanust. [1pu mo-
CTYIUIEHUU — ACTEHUUECKOrO TENOCIOKEHUS], IOHIKEHHOT O 1~
Tanust: pocT — 190 cM, Macca Tena — 75 Kr, motepsi Macchbl Tea —
5 kr 3a 5 mec. [TanbnupyroTcs: 6e30071€3HEHHbIE NOJMbIILIEUHbIE
/y o 1,5 cm. ITo apyrum opranam u cuctemam 6e3 BUIUMOI1 Ta-
tonorun. RW, HBsAg, antu-HCV, antu-HIV — otpunarensho,
HHV-8 nnarnoctrka MeTojioM NomMMepa3Hoii IEMHON peakiyy —
orpunareasHo (HHV-8 meropom INHP, antu-HIV meTonom
HDA). Mapkepbl ay TOMMMYHHbIX 3200J1€BaHUIA: PEBMATOU/IHBII
¢hakTop, aHTUHYK/IE€apHbIi (haKTOP, AHTUHYKJICAPHbIE AaHTUTEIA,
AQHTUKAPAMOJIMITMHOBBIE AaHTUTENA, AHTUHENTPO(PUIbHBIE IUTO-
M1a3MaTUYECKHE aHTUTENA, KPUOTJI00YJINHbI — OTPULIATENBHO.
C3/C4-cpakuun KOMIIEMEHTA B MpefieNax HOpMbl. JlaHHbIE
KIIMHUKO-Ta060paTOPHOro 06CIeIOBaHNs MAIMeHTa TMPEeJICTaB-
JeHbl B Tadauue. [Ipyn nepecMoTpe mpenapaTtoB TKaHu J/y:
TKaHb JI/y C COXPaHHOW T'MCTOAPXUTEKTOHUKON; (DOIIUKYJIbI C
HEUIUPOKUMU UK JOCTATOYHO BbIPAXKEHHBIMU CBETJILIMU LIEHT-
pamu pa3MHOKEHUs, OTYETIIUBOI, Ha OT/IE/IbHBIX YYaCTKAX pac-
LLIMPEHHON 30HON MaHTUK; B TAPAKOPTUKAIIBHO 30HE — CKJIEPO3,
mactsl 3penbix 1K, ouarooe paciupeHue napakopTUKanbHOM
30Hbl C HAJIMYUEM KPYIHbIX aKTUBUPOBAHHBIX KJIETOK C OKPYTI-
JbIMU SAPBILIKAMU, MOPQOJIOrHEll UMMYHOOJACTOB, BUJHbI
2-sinepHble (hOPMbI; B YACTU OTKPBITBIX CUHYCOB IIPUCYTCTBYIOT
CUCTUOUUTBI C HAJIMUUEM OT/EJIbHBIX KPYIHbIX TUCTUOLUTOB C
KPYNHbIMU sipbliKaMu. [10 aHHBIM MMMYHOTUCTOXUMMYE-
ckoro uccneposanus (UI'XW): ponnuxynsr CD20, ummyHoro-
6ymuH (Ig) M u PAXS nosurtusHbl; CD15-n03UTHBHBIE FpaHyJIo-
LUUTBL; akTuUBauuoHHbI aHTuren CD30 akcnpeccupoBaH
OT/IEJIbHBIMU YKPYIHEHHBIMU KJIETKAMM, PACIONOKEHHbIMU T1a-
PpaonMKyISIpHO, UHTEPGOIIUKYJISPHO [IA3MOLMTAMU; B [1apa-
KOPTUKAJILHOW 30HEe NpUCYTCTBYIOT Kak B-(CD20+), Tak un
T-xknerku (CD3+) ¢ npeo6naganrem nocneguux; [1K nomuru-
NUYHbI, OIHAKO OKCIpeccUsl JIAMOJa>Kalna, COOTHOLLEHUE
1gG/1gG4 30%; sxcnpeccun HHV-8 Ha numgonaHbIX KneTkax
He onpefessieTcs. 3aKkyloueHue: B pefiesiax UCCIIel0BaHHOrO
MaTepuaja 3JeMEHTOB OIyXOJIEBOIO POCTa HE OOHAPYXKEHO.
Mopdonorudeckast KapTuHa 1 IMMYHO(EHOTHIT BO3MOXKHBI Kak
MpU M1A3MOKJIETOYHOM BapUaHTe aHrMO(OJUIMKYJISIPHOI rUnep-
mnasuu — BK, tak u npu IgG4-cesizannom 3a6oneBanun (IgG4-
C3) c BoBieyeHneM aumparndeckux y3noB. Takum obpaszom,
YUMUTBIBasl KIIMHUKO-Ja00paTOPHbIE, MOP(OJIOrMUECKHUE U M-
MyHOMOP(OJIOTMYECKUE MPOSIBIEHUs 3a00/1€BaHus1, OOIBHOMY
puarHoctuposan MMBK ¢ mopakeHuem MenmacTHHAIBHON
00/1aCTH, BCEX TPy BHYTPUIPYAHbIX U NOAMBILIEYHbIX J1/y
(HIV-, HHV-8-). M3-3a BbICOKO#1 BOCTIAJIUTEJILHOM aKTUBHOCTH
60JILHOMY HauaTa Teparnusi METUIINPEAHN30JI0HOM 8 MI/CYT, BeJl-
Ketiom 1,3 Mr/m? — 2,6 Mr Ha BBEJIcHIE, 3 CTaHAPTHBIX Kypca
1o 4 BBe[ieHUs1 C NOCIEYIOLIEN MOJAEPKKOA HU3KUMU 103aMU
uuknodocgamuna 200 Mr BHyTpUMBILLIEYHO 1 pa3 B Heflemo.
ITpu KoHTpONIBLHOM HUccnefoBaHuy B okTsiope 2012 r. He3HauU-
TeJIbHOE CHIDKEHUE NoKa3aTe el BOCHAIUTENbHON aKTUBHOCTU
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C TeHJeHUuel K yMeHbleHuto pazmepos J1/y o KT-OI'K. Bounb-
HOMY HayaTa KOMOMHUPOBAHHAsl MyJIbC-TEPANus METUIIIPEJHU-
30510HOM — 500 mr, putykcumadoM — 500 Mr 1 nukiogochamu-
pom — 1000 mr 1 pa3 B 2 Hej, OlHAKO WM3-32 Pa3BUTHUS
aJlJIepruyeckoil peakuuy 1o TUIY CbIBOPOTOYHOI 60JI€3HU Ha
PUTYKCUMAO, OT BBE/IEHUS] PUTYKCUMAOA PELLIEHO BO3AEPKATHCS.
ITpu koHTpONIBLHOM 06Caen0BaHuu B Mae 2013 r. oTCyTCTBOBaIN
KOHCTUTYLMOHANIbHbIE CUMITOMbI, OTMEUEHb! YMEHbLIEHUE B
pa3Mepax yBeJUYEHHbIX J1/y CPEOCTEHUs, CHUXKEHUE YPOBHEN
ob1ero 6enKa, MOIMKIOHAIBHON TUIepraMmarioOyIMHeM1n,
IgG u IgA, nosbuuenue Hb, oguako yposens CPB (72 r/n) n
IgG4 (12,5 r/n) coxpaHsinuCh BbICOKUMU. Y YUThIBAsI BO3PACT
60JIHOTO0, PEKOMEHI0BAHO HAYaTh TEPAIUIO CUITYKCUMAOOM
WY TOLMIM3YMaOOM.

KAuHMueckuit cayuan 2

Boawvnoit A. 23 ner moctymun B cramuonap POI'BHY
«HUWP um. B.A. HacoHoBoii» B cenTsiope 2016 r. ¢ skanobamu
Ha MO[TbeMbI TemriepaTypbl 10 39°C, conpoBoOXK/atOHeECs 03HO-
6aMi, HOUHBIMU MTOTAMHU, BBIPAXKEHHO! COHJIMBOCTBIO U TTOBbI-
LIEHHO! YTOMJIIEMOCTbIO, YIPENO0OHbIMHU MYCTYJIE3HBIMU Bbl-
CBIMAHUSIMKM Ha KOXKE CIWHBI, JINLA, HUKHUX KOHEUYHOCTEH U
NEePUOMUYECKUMH TTOCIAOICHUSIMU CTYJIA.

W3 anamuesa: ¢ 13 et yrpenogo6Hasi Chilb Ha KOXKE JIMLA U
cunbl. C 15 net gebpunbHas muxopajka ¢ MaKCUMAJIbHBIMI
3HAYEHUSIMU NojlbeMa Temmnepatypsl 1o 39°C, conpoBox/iato-
1asicst 03HO6aMM 1 NOTIIMBOCTHIO. [IpoBosiiack MpOTUBOBUPYC-
Hasl M aHTHOaKTepuabHas Tepanust 6e3 a(peKTa, BLISBISIIOCH
noseienne COD 1o 60 Mm/4, TpomOounTo3 — 800 ThIC./MKII,
anemusi — 120-100 1/, CPB — o 100 mr/mu, runepnpoTenHeMust
C TuneprammariiodynvHeMueii. JuarHo3 imTesnbHOE Bpemst
ocTtaBaiicst HessicHbIM. [Ipunnvan Humecun npu nogbemax Tem-
nepatypbl. B mae 2016 r. nauueHTy npoBejicHa MO3UTPOHHO-
amuccuonHast Tomorpacus ¢ KT Bcero Tena, ouyaru naTosoru-
yeckoro HakoruieHust POIT B o6pazoBanun pazmepamul 6x3x2 cMm,
PACIIOJIOXKEHHOM 110 BHYTPEHHE! MOBEPXHOCTU BEPXHEN TPeTH
JeBoro Oejpa, a Tak>Ke 04Yard HaKOIUIEHUs B HAPYKHBIX IMOJI-
B3/IOLIHBIX 1 3a0PIOIIMHHBIX J1/y. 3anofo3peHa capkoMa fOunra,
MPOBEJICHO ONEPATUBHOE BMEIIATEIIbCTBO C LEJIbIO Y/IalleH!st 00-
pa30BaHMsl, HO TOTAJIbHASL PE3eKLMs He yaalach, TaK KaK OIMy-
XOITb OJIM3KO MPUTIeXkKasa K COCYAMCTO-HEPBHOMY IyUKY, B CBSI3U
C ueM MalUeHTy NPoBefieHa O1oIcuK 00pa30BaHus U y/laleH yBe-
JIMYEHHBII PErMOHAPHBIl NaxoBblil 1/y. B utone 2016 r. — no-
BTOpHasi 6uorcusi maxoBoro Ji/'y. HeogHokpaTHO MpoBOAMINCH
MOpPOIOrnueckrue 1 IMMYHOMOPOIOrHUECKUe UCCIIeI0BAHMS
GUONICMPOBAHHOTO 00pa30BaHus U MaxoBoro J/y. Ha ocHoBaHuu
MOP(OJIOrMYECKUX MCCIIEI0OBAHUI (DUTYPUPOBATIO HECKOJIBKO JIH-
arHO30B: HOAYJISIPHBII (hacLMUT, FeMaToMa B MPOLECCE OpraHu-
3aUMu, peakTHBHble U3MeHeHus1, (popmuposanne MALT-TkaHu,
BK u IgG4-C3. BoabHoit KoHcynbTupoBad B PIT'BHY «HUHP
nm. B.A. HaconoBoii» u, yuntbiBast Bicokue ypoBau [gG4 B cbI-
BOPOTKE KPOBH, FOCTIMTAIM3UPOBAH JiIsl MpoBefieHus1 indgepeH-
yuanbHoM uarHocTrku Mexkiy BK n 1gG4-C3.

[Ipu nocTyniaeHun: COCTOSIHUE CPEIHEH TSKECTH, pocT —
171 cm, macca tena — 61 kr, Temneparypa — 38°C. Tlocieomne-
paumoHHbIi py6er; okosno 20 cM Ha KOoXe BHYTpPEHHE! MoBepX-
HOCTH JIEBOT'O Oefipa. Y TpenojioOHasi ChIllb Ha KOXKE CIUHBI, JIALA
¥ KOHEUHOCTel (puUc. 2, CM. HA LIBETHOM BKJIelKe). [Tanbnupy-
ercst Kpait neyenu. ITo gpyrum opranam u cuctemam 6e3 BUIU-
Mo¥i naTosiorur. OCHOBHbIE JJAHHBIE POBEJIEHHOr0 KIIMHUKO-J1a-
60paTOPHOro 0OCIICIOBAHMS IPE/ICTABIICHBI B Ta0MIe. [laHHbIe
MO3UTPOHHO-3MUccHOHHON ToMorpacduu n KT ¢ 18F-dropne-
30KCHIIIFOKO301: OMNpPEJestoTCs OYaru naToJIornyeckoro Ha-
KOIUIEHUS] B OOBEMHOM MSITKOTKQHOM 0OPa30BaHNM C MUNEP/EHC-
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HBIMH BKJIFOYEHUSIMU B TOJILIE TPUBOJSIIMX MbILIL BEPXHEH
TPETH JIeBOro Oejipa ¢ MakC. CTaHapPTU30BAHHLIM YPOBHEM 3a-
xBara (SUV) 6,1x3,2x2,7 cM NPOTSIKEHHOCTHIO 2,8 ¢M; HapyX-
HbIX TOJIB3/IOIIHbIX JI/y cjieBa, HAMOObIINE KOHITIOMEPAThI —
Knepeau ot cocyioB ¢ Makc. SUV 4,21 pa3mepamu 1o 2,2 cM B
auamerpe, K3aau ot cocynoB ¢ Makc. SUV 5,50, pasmepamu
2.9x1 .4 cM; KpoMme TOrO, OTIPENIEISIFOTCSI MHOXKECTBEHHBIE J1/y TI0
XOJ1y HapY>KHbIX U BHY TPEHHUX TMOJIB3/IOLIHbIX COCY/IOB ClIEBa 10
1,5x1,0 cm ¢ HakoruieHueM papmogapmnpenapara (PPIT) ve
6onee SUV 2.75; naxoBo-0ejpeHHbIE JI/y HE yBEIUUYEHbI; OIpe-
JEJSIFOTCS. MHOXKECTBEHHbIE 3a0pIOIIMHHBIE JI/y, MpenuMylie-
CTBEHHO TapaaopTalbHO CJieBa, MO XOAy JIEeBOH OOLIell moj-
B3JIOLLIHOI apTepuu JI0 YPOBHSI OM(ypKaluK aopThl, pa3MepoM
1o 1,5x0,7 cM B onepeyHnKe, pOTS>KEHHOCTHIO 3,3 cM, 6e3 oua-
roBOro naroJjiormyeckoro Hakomienust POIT (make. SUV -2 09);
OMpENIETSIIOTCSI MHOTHE TIIOCKUe O6pbikeeuHble 1/y 1o 1,4x0,5 cm
6e3 naTosornyeckoro Hakorienust POII; B apyrux otaenax Ha
UCCIIE[IOBAHHOM YPOBHE O4YaroB MaTOJOTMYECKOro HAKOIUICHUS
PO®II ne BbIsIBIeHO; nevyenb yBenudeHa io 20,1 cM, cTpykTypa
ofHOpoyiHast, 6e3 ouaroBoro HakorseHuss POI1. MaruutHo-peso-
HaHCHasi ToMorpagusi ¢ KOHTPACTUPOBAHMEM TKaHEH JIEBOTO
Geipa: COCTOSIHME MOCTIe ONEePaTUBHOIO BMELIATEIbCTBA — OUO-
nicust o6pas3oBanust JeBoro Geapa ot moHs 2016 T.; B MATKNX TKa-
HSIX JIeBOTO Oefipa, B TOJIILE UTMHHOM MPUBOJISILLIEN MBILLILIBI ONpe-
fessieTcst 00beMHOE 00pa30BaHue OKPYIIION (hOPMbI ¢ YETKUMU
HEPOBHBIMU KOHTYPaMH, HEOJJHOPOJIHON BHYTPEHHE! CTPYKTY-
po¥i, pe3Ko TMIIOMHTEHCUBHBIM 000fKOM Ha T2-B3BelIEHHBIX
m3o0pakenusix (B1) u T1-BU (otnokenue remocupepuna?), 6e3
npu3HaKoB ycunennst MP-curnana nocrne BefieHHst KOHTPACTHOIO
BellecTBa (pUc. 3, CM. HA LIBETHOW BKJIEHKe), 00pa3oBaHue NpH-
JIEXKUT K MarucTpajbHOMY COCYAUCTO-HEPBHOMY IyUKY; IpUIe-
>Kaliye MpUBOJISLIME MbILILBI Oejipa ¢ TUIIEPUHTEHCUBHBIM Ha
T2-BU MP-curnanom, ymepeHHbIM ycusienueM MP-curnana
1ocJie BBEJIEHNS] KOHTPACTHOTO BELIECTBA; ONPEJIEIISIOTCS MHO-
rOYHMCIIEHHBIE J1/y: TOBEPXHOCTHbIE MAXOBbIE C 00EUX CTOPOH, 10
18x13 MM, BHyTpeHHHME naxoBble ciieBa 0 13x12x9 MM, noBepx-
HOCTHBIE MOJIB3IOIIHbIE clieBa 10 29x17x18 MM, BHyTpeHHUE
TIOJIB3/IOIIHBIE J1/y cieBa pazmepoM 1o 15x9 mm, 19x10,26x9 mm;
10 CPABHEHUIO C ONMKMCAHMEM TPEMIBIIYILIEro NCCIIeI0BaHNs — pa3-
Mepbl BU3YaIN3UPyeMOro 00pa3oBaHus MPEsKHUE, OTMEYAeTCs
YBEJIMYEHUE YMCIIa U PA3MEPOB JIMM(ATUYECKUX Y3JI0B.
[Taupenty npoBeieHa 6UOINCHST U3MEHEHHOI KOXU: B OMO-
nTare — cpe3bl KOXKU CO CTPYKTYPOIl B IepMe, COCTOSIILEH U3
MEJIKMX JIMM(OUIHBIX , TUCTHOLUTAPHBIX KJIETOK/MaKpogaros ¢
MHOTOYMCJICHHBIMU TMTAHTCKUMU MHOTOSIIEPHBIMU KJIETKAMU C
nepuepuyecKNMI pactosIoXKeHUsIMU Sifiep, KApTUHA HE MPOTHU-
BOPEUUT CYyOCTpaTy FOBEHUIILHOI KCAaHTOTpaHyJieMbl (HEBOKCaH-
TO3HJI0TeMOMa). [lepecMOTp rUCTONIOrMYECKUX M UMEBIIUXCS
MMMYHOMOP(OJIOrMYEeCKUX NMPenapaToB J1/y 1 GMONCMPOBAHHOTO
o6pa3oBanust 6ef1pa: MUMMATIIECKUI y3eJl C COXPAHHOH apXu-
TEKTOHUKOW C MPU3HAKAMH aHTMO(ONIMKYJISIPHON TNepriia3uu
MapeHXUMbI, TMMGOUJIHBIE (POJUTMKYJIIbI C TUMONIIA3UPOBAHHBIMU
FepPMMHATHUBHBIMU LEHTPAMU, UMEIOT BbIPA>KEHHbIE 30HbI MaH-
THW; TApaKOPTHKaJbHAsl 30Ha PE3KO pacLIMpeHa 1 MpejicTaBlIeHa
JMMQONUIHBIMU KIIETKAMU Pa3HOM CTENEHU 3PeJIOCTH C HaJIU-
YKMeM CKOIUIEHUI U Pa3pO3HEHHO PACIIOJIOXKEHHBIMU 3PEIIbIMU
MJ1a3MAaTUYECKUMU KIIETKAMU, OTAEIbHBIMU 303MHO(DUILHBIMU
IpaHyJIOUUTAMU; CUHYCbI OTKPbITbI, B UX MPOCBETE TMCTUOLUTHI
C MPUMECHIO MEJIKMX JTIMM(OUIHBIX KIIETOK, TNIA3MOLUTOB; PU
ucnonb3zopanuu antutel K 1gG, IgG4 cootnomenue 1gG4/1gG
He TIpeBbIAeT (PU3NONOrHnYecKoil HOpMbl 6%; MaTepuai,
Npe/ICTaBleHHbIN (PUOPO3HON TKAHbIO C MHOXECTBEHHBbIMU
«3aMyPOBAaHHBIMU» JTMMQOUIHBIMU (POJTUKYJIAMH C HEOOJb-
IMMU T€PMUAHTATUBHBIMU LIEHTPAMU, B IIEHTPAX MHOTUX (pOILIH-
KYJIOB OTMEYEHbI KPOBEHOCHBIE COCY/IbI C TOJICTBIMU CTEHKAMH,
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OTJIOKEHUS rhauHa (puc. 4,5, CM. Ha BETHOM BKJIENKE); Bbl-
sIBJIEHa MacCUBHAs MapaOoNNIMKYJIsIpHast II1a3MOKJICTOYHAS MH-
¢unbTpauus, Takxke [1IK onpenensitorcss B repMUHTATUBHBIX
yentpax. II'XW BbIIBUIIO He3HaunTeabHOE KoauuecTso CD68
ructuonuToB, CD3+ peakuusi Ha MEJNKUX PEaKTUBHBIX T-IM-
¢omurax, CD20+ B-kneTku mumponnnbix ponmmkymnos; [TK
skcnpeccupytor CD138, orcytcTByet akcnpeccust CD56, nnas-
MOLMTBI B OOJIbIIEM KOJMYECTBE KOIKCIPECCUPYIOT Kanna u
IgG, B MeHnbIIeit cTenenu siMona; poseferHoe MI'XM o6Hapy-
>KIJI0 MoBbIIeHHoe cooTHotenue 1gG4/1gG, koTopoe He mpe-
Bbiano 40%. HHV-8 u Bupyc DnuireitHa—bapp HeraTusHbI.
B npenenax nccnegyemoro marepuana MopoIoruueckue npu-
3HaKM B OOJIbLIEH CTENEeHH COOTBETCTBYIOT MAMONATHYECKON
MynabTU(OKaIbHON (MyabTuleHTpudeckoi) BK ¢ akctpano-
NaJbHBIM nopaxkeHreM. biioku npenaparos ji/y U 06pa3oBaHust
B MSTKMX TKaHsX Oefjpa MoCjaHbl Ha KOHCYJIbTalui0 MOpgo-
nory, npogeccopy Kunbckoro yausepcurera W. Klapper, ko-
TOPbIN Ha OCHOBAHUH TILATEIBHOIO MIMMYHOMOPQOJIOrNYECKOro
nccnepoBanus nogreepaua Hammune MMBK (HIV-, HHV-8-).

Taxum 06pa3oM, Ha OCHOBaHUHU MPOBEIEHHOTO KJIMHUKO-J1a-
60paTopHOro 00CJe0BaHusl, IaHHBIX PEHTTEHOPAIMOJIOrYe-
CKHX, MOP(OJOrMUYECKUX 1 UIMMYHOMOP(OJIIOTMYECKUX HCCIIe-
JI0OBaHMi OOJILHOMY BBICTABJICH JIMArHO3: WAMONATUYECKUI
(HIV-, HHV-8-), MyJIbTUIEHTPUYECKHIT, CMEIIAHHOKIIETOYHbII
BapuanT BK ¢ skcrpaHopanbHbM (06pa3oBaHue B TOJMIIIE MPH-
BOJISILMX MBIIII JIEBOTO Oefipa) M HOJIAJbHBIM MOPaKeHUEeM
[MHO>KECTBEHHbIE TaXOBbIE, NOJB3/IOLLHbIE U TTapaBa3alibHbIE /Y
(HIV-, HHV-8-)]. JOBenumnbHast KcaHTorpatysiemMa Koxku. boub-
HOMY HayaTa Tepamusi METUIITIPE/IHU30I0HOM BHYTPb — 8 MI/CyT,
BHYTPUBEHHO KanesibHO uukiodochamupom no 1000 mr opun
pa3 B 2 Hepg Ne6 u purykcuma6om 1000 Mr ¢ uHTEpBajoM B
2 Hept No2 BHYTpMBEHHO KanesbHo. [Ipy1 oBTOpHO# rocnurau-
3aiuu yepe3 3 mec B siHBape 2017 r. HabmroaanmMch MCUe3HOBEHNE
KOHCTUTYUMOHAIILHBIX CUMITOMOB, MOBbIIIEHEe YpoBHei Hb,
anboymuHa, cHrkenne COD, runonpoTenHemMun, a,/a,-rnoly-
JIMHOB, Y-TJI00YJIMHOB, HO COXPAHSJIMCh BBICOKHME YPOBHU
CPB - 64,8 mr/mi, unrepnerikuna-6 (MJ1-6) — 47 nr/mn n 1gG4 —
3,0 /71 npu OTCYTCTBUM NPOTPECCUPOBAHKSI CO CTOPOHBI MSITKO-
TKAHOr0 0O0pa30BaHusl B MbIIILE Oefipa 1 MOJB3/I0IIHbIX/3a0pt0-
LIMHHBIX J1/y. Y UUTBIBast COXPAHSIIOLLYOCS BOCTIAUTEIbHYO aK-
TUBHOCTb, PEKOMEH/IOBAHO HAyaTh TEPANMIO CUITYKCUMAOOM
(M1 TOLMIU3YMaboMm).

O6cyxaeHmne

[Tpusepennbie cnyyan auarnoctku peakoi popmbel UMBK
MOJIHUMAIOT BOTIPOC O HEJIOCTATOYHOI OCBEJIOMIICHHOCTH KJTMHU-
YECKMX Bpayell pa3muHOro Npouist O KIMHUKO-1a60paTOPHbIX
MPOSIBJIEHUSIX 3TOr0 3a00JIeBaHMs, @ TAKXKE MOP(POIOrMYEeCKNX 1
MMMYHOMOP(OJIOTMYECKMX U3MEHEHUSIX B OMONICUPOBAHHBIX TKA-
HSIX, MO3BOJISIOLIMX MPOBECTH UM DEepeHINANBHYIO JIMarHo-
ctuky ¢ IgG4-C3. Hayunble uccnegoBanust no uzyvyenuto bK u
1gG4-C3 B Poccun mpoBopISITCS TOJILKO B TEYEHUE MOCIESHUX
10 net, u, HECMOTpSI HA MOSIBJICHNE JIMTEPATYPHBIX 0630poB [ 14,
15,26-29] 1 Tpex auccepTalyii, MOCBSILIEHHbIX U3YYEHHIO pa3-
muHbIX acnektos BK u IgG4-C3 [30-32], ocTaeTcst psj Hepe-
IIEHHBIX TMPOo6JieM B AMarHocTuKe 3Tux 3aboneBanmit. [gG4-
CJIAIT moxket HabmopaTbest y 30-80% G0MbHBIX B KOMOMHALMN
C 9KCTPOHAJANILHBIMU MOPAKEHUSIMU, HO JIEOIOT 3a00J1eBaHUsI C
neprpepruyeckoit IMMQaJICHONaTUH BCTPEYaeTCs KpaiHe PEfIKo
[26, 31, 33, 35]. luTepecHO OTMETHUTH, UTO MPH MPOBEICHUN
MOpP(OIOrMYECKUX ¥ UMMYHOMOP(OIOrMueCKUX UCCIEJOBAaHUI
OGMOTICHPOBAHHBIX TKAHE! y HAILIMX OOJIbHBIX B 5 HAYYHbIX LICHT-
pax o nocrymienust B PI'GHY «HUWP um. B.A. HacoHoBoil»
(hopMyIMPOBKM 3aKJIFOUEHHUII CYLIECTBEHHO pasnuyanuch. [lo-
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craHoBka auarao3a BK, mumdpom n [gG4-C3 Toapko Ha OCcHO-
BaHUU MOP(OJIOrMYECKUX UCCIIE0BAHMIT NeprheprIecKux J1/y
MOKET MPUBOJIUTH K OOJILIINM IMAarHOCTUYECKUM OLIMOKaM U,
CJIEIOBATEIILHO, JIAIbHEHIIEMY NPOrpecCUpPOBaHMIO 3a60eBa-
HMIi1, TaK KaK CYILIECTBYIOT OOJIbIIME PA3/INyus B 3THONATOre-
He3e, KIIMHUKO-T1a00paTOPHBIX MPOSIBICHUSIX U MCXOAAX MpU
aTux 3ab6oneBanusx [9, 26, 27]. IIposeneHHble MOpdoIOrnye-
CKMe WHCClefioBaHusl 1o AudepeHnaIbHOi UarHOCTUKE
[gG4-CJIAII, nexomkkunckoit mumcpombl, BK 1 peakTuBHOi
MaJICHONATUY TIOKA3aJIM CXOAHbIE TUIbI MOP(OIOrMYeCKUX
M3MEHEHUI NIPU 3TUX COCTOSHUSIX,, 32 UCKIIIOYEHUEM OYEHb BbI-
cokoro copepxkanus [gG4-nnasmMounToB Npu crieqyantbHOM MOJI-
cyeTe MNOJel  3peHUs M 3HAYUTEJbHON  MPONOpUUMU
1gG4/1gG>40% B Ouonrarax, 4TO MO3BOJSET OTIUYUTH
IgG4-CJIAII or peakrusHbix 1/y 1 BK [33, 34]. Ognako npu
MMMYHOMOP(OJIOrMYECKOM HCCIIeIOBAaHNU 1y 6 GOJIbHBIX C
MBBEK Y. Sato u coaBt. [37] He mopTBEepAUIIN 3TH IaHHBIE, COT-
Houwenue Ig4/IgG B 6uontarax y 6onsHbix MBBK B ux cepun
Koje6anock oT 43 no 76%. Y Halmmx GONbHBIX MPONOPLUS
1gG4/1gG B 6uoncupoBaHHBIX TKaHsIX He TpeBbinana 40%, kak
1 B paHee MpOoBeIeHHbIX uccnefoBanusix [33, 34], a npucyrcTare
KOHCTUTYLMOHAJIbHBIX CUMIITOMOB U BBICOKMX [TOKa3aTelel BOc-
MAINTENbHON aKTUBHOCTH TO3BOJISIIIO MPEANOJIOXUTh U Jlanee
nokazath Hammune UMBK. YunteBas, uto npu [gG4-CJIAIL B
J1/y OTCYTCTBYIOT MJIM HE3HAUUTENILHO BbIPAXKEHbI IPYTUe Kilac-
cuueckue mopdonornueckue npuzHaku IgG4-C3 (myaponogoo-
HbII (prOPO3, 06U TEPUPYIOLIMI (PIIeOUT 1 3HAYNUTENBbHAS 3031-
HOUIMS), MpoBecTH ArddepeHIraIbHy0 AuarnocTuky ¢ BK
Ha OCHOBAHUM TOJILKO MOP(OJIOTMUECKUX UCCIIEOBAHUI MPaK-
TUYECKU HEBO3MOXKHO, I03TOMY OGOJILILIMHCTBO UCCIeoBaTeNei
CUMTAIOT 00513aTeIIbHBIM UCTIOIb30BATh KIMHUKO-JIA00paTOPHbIE
pas3nyusi Mpy 3TUX 3a00JI€BaHKUSAX U MO BO3MOXHOCTH MPOBO-
AUTb MOP(OIOrYECKe UCCIIE0BAHUS SKCTPAHOJAILHBIX 10-
paxenuit npu I1gG4-C3 [11, 30, 31, 35, 36, 38, 39]. Takue ru-
CTOJIOTMYECKHE MPU3HAKK, KaK (DOJTMKYJISIpHAsT TUMEPIUIA3us,
pacummpene MexK(OIMKYJISPHOTO MMPOCTPAHCTBA, OOHAPY>Ke-
HUE [UIa3MOLIUTOB B MEK(POITMKYISIPHBIX ¥ UHTPAhOIIUKYJISIP-
HBIX 00JIACTSIX , MPOrPECCUBHAsI TPAHC(OPMALS 3apOJIbILIEBLIX
LEHTPOB, MPUCYTCTBIE (hnOpO3a 1 CKIIepo3a, HAOIOAIOTCS TPU
BK, 1gG4-CJIAII, HeXOomKKUHCKON JUM(GOMe 1 pPeaKTUBHON
mumdagenonatun [33-37]. Baaroe 3a ocHOBY Mopdosiornue-
CKOe€ HccliefloBaHue 6uonTtaTos J1/y y 6onbHbIX ¢ IgG4-C3, npu
KOTOPOM OOHAPY>KMBAJIMCh U3MEHEHUSIMU, CXOfIHbIE C TAKOBBIMI
npu [IBBK, 1 siBUn0oCch MoBOfOM /17151 HEONIPABIAHHOTO BhIfIETIe-
nust Bapuanta BK ¢ IgG4-CJIAIL, nporekaroiero 6e3 KOHCTH-
TYUMOHAJILHBIX CUMIITOMOB ¥ OCTPOBOCHAJIMTEIILHON aKTUBHO-
cTu B oTedecTBeHHOM wucciefgoBannu [32, 40]. Cnenpyet
OTMETUTD, UTO B onucaHHbIX Hamu ciydasx UMBK knunuko-
J1a60paTOpHOE TeueHue 3a00JIeBaHuUsI XapaKTepPU30BalIOCh Bbl-
PaKeHHbIMU KOHCTUTYLMOHAJILHBIMU CUMIITOMaMM, BEICOKUMU
ypoBusimu CPB u NJI-6, Torma kak 3TH MposIBJICHUST KpaiiHe
PeiKo HAGIOIAIOTCS TPU CUCTEMHBIX 3a00/IEBAaHUSIX , CBSI3AHHBIX
c IgG4 [30, 31, 38]. TeueHue 3a6oseBaHNs y MALMEHTOB C
1gG4-C3, koTopoe 0OLIYHO MPOSIBIISIETCS OMYXOJIEBUHBIM 3KC-
TPaHOJAJILHBIM POCTOM/YBEJIMYEHNEM MOPAYKEHHOTO OpraHa Ujn
opraHos, B coueTannn IgG4-renepannzoBaHHoi TuMajieHona-
TUEN XapaKTepU3yeTCsl BbIPA>KEHHbIMU JUCTIPOTEUHEMITYECKUMU
HapyLeHUsIMH (TUNEePIPOTEMHEMUSI C TTOJMKIIOHAIBHON TUnep-
rammMarnoOynuHeMueil 3a cueT Bbicokux ypoBuen 1gG, 1gG4 u
IgE npu orcyTcTBuM nnu HezHauuresabHoM nosbiienn CPb n
NJI-6) xapakTepu3yloT TeueHue 3a00/IeBaHusl y NALUEHTOB C
IgG4-renepanuzosannoit mumdapenonatueit [31, 37-39]. Kon-
CTUTYLUMOHAJIbHbIE CUMITOMBI, aHEMUs, TPOMOOLUTO3 MO0
TPOMOOLMTOIEHNS, KpailHe PeIKOe Pa3BUTHE SKCTPAHOAATILHbBIX
MOPaKeHMH, a TaK>Ke BbICOKME YPOBHM IOKa3aTeseil BOCHau-
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TEJILHOM aKTUBHOCTHU (TMUNEPNPOTEHHEMUS! C MOJIMKIOHATIBHON
runepramMmariooynnaemueit 3a cuet nosbimenus 1gG, 1gG4,
IgA v 3HaUUTEILHOE MOBBILIEHUE O -, O.,-T100yIMHOB, CPB 1
NJI-6) xapakrepusytot Teuenne MUMBK [15, 32, 37], yto MbI 1
Ha6umofiany B onucanHbIX Hamu caydasx UMBK. O6pa3oBanue
B ME/IMACTUHAJIBHOI 00J1aCTH 3a CYeT KOHIJIomepata J1/y, BHyT-
purpyaHas v nepudepuueckasi IumMbaieHoNaTHs SIBISFOTCS TH-
nuyHbIMU niposiBiiennsiMu Kak 'BBK, Tak u [IBBK [4, 5, 15],
MO3TOMY, HECMOTPS Ha HaJIM4uKe BbICOKOro ypoBHs IgG4 B cbl-
BOpOTKe 1 Bbicokoi nponopuyu 1gG4/IgG npu nmmyHomopdo-
JIOTMYECKOM UCCIIE0BAHUM OUoNTAaTa J1/y, OTCYTCTBUE BBICOKUX
ypoBHe#t IgE, pa3BuTie BbIpask€HHBIX KOHCTUTYLMOHAIBHBIX
CHUMIITOMOB M BBICOKMX MOKa3aTelel BOCTIAIMTEbHON aKTHBHO-
CTU TO3BOJIMIIO IMAaTHOCTUPOBATHL B mepBoM ciayudae MMBK.
Onucaunnblil Hamu BTopoit ciyyait UMBK sBrsieTcst yHuKanb-
HbIM, TaK KakK B JIUTEPATYpe Mbl HE BCTPETUIIN COOOILEHUN O
9KCTPAHOAAIBHBIX MOPAKEHUSIX MbIIIL Oeipa MpH 3TOM Bapu-
ante BK. HemHorouucnenunsie cayuan BK ¢ mopaxkenusmu
MBI KOHEUHOCTE, OIyOJIMKOBAHHbIE B aHTJIOS3bIYHOM JIUTe-
parype, cBsizanbl ¢ yHuueHrpuueckum I'BBK [19-25]. ¥Ypane-
HME OIyXOJIEBUTHOrO 0OpA30BaHMs MPUBOIMIIO K MOJIHOMY W3-
JieyeHuto 60s1bHOro. IHTEpeCHO OTMETUTB, YTO TOJIBKO B OJHOM
cayudae nosieneHne I'BBK B MepmactunanbHOl obsacTy 3a
11 neT npenecTBOBAIO Pa3BUTHIO MOPAKEHUS MITKUX TKAHEN
6enpa [25], 4To AEMOHCTPUPYET B3aMMOCBSI3b MEXKY JTMM(OW]I-
HOH U cocyaucToii TKaHbto npu BK, koTopyro Habmoan MHo-
T'Mie UCCIIEIOBATENM paHee MPY N3y4eHUU MOP(OJIOrMYECKUX 13-
menenuit npu BK [5, 41, 42]. Beyienenne cMeliaHHOKJIETOYHOTO
Bapuanta BK ¢ mopgonornueckumu npusnakamu I'B/I1B npu
NMBK nojiepskuBaeTcst MHOrMME uccniefoBarensmu [4, 11, 15,
16], naHHblil BapuaHT 3a60/IeBaHUs HAGIIOJIANICS] HAMU BO BTO-
poM onucaHHOM ciyyae. [1e6rot 3a6oneBanus B 15-neTHeM BO3-
pacre ¢ nocleyoluM 00HApYKEHUEM 9KCTPAHOJAIBHOTO 10-
pakeHust MbIUIL Oefipa CrycTsl 7 JeT COrjacyeTcsl ¢ JaHHbIMU,
onyGIMKOBAHHBIMY PaHee B JIMTEPATYpPE 10 aHANU3y 7 GOJIbHBIX
C MOPa’KEHNEeM MBI BEPXHUX M HIDKHUX KOHEYHOCTEH, Cpefi-
HUI BO3PACT MALMEHTOB cocTaBmil 18 et ¢ Koneb6aHusiMu oT
15 mec 10 29 net, u Toabko ouH cayvait [ BBK ¢ nopaskeHuem
BEPXHUX KOHEUHOCTE! ONMCAH HEIaBHO Y 76-JIeTHEN >KEHILMHbI
[24]. do oxonuatenvHOU Bepudukamym guarno3za UMBK B
HaIIMX CJIy4asiX NPOBEEHO B CPefiHEM 6 XMPYPruyecKuX juar-
HOCTUYECKMX MPOLEAYP, TO3TOMY MOKHO COIIACUTHCS C 00IIb-
LIMHCTBOM HMCCIIE[JOBATENIei, YTO MyHKIMOHHbIE Ouoncuu /'y,
niceBaoomyxoneBbix oopazosannii nmpu BK n [gG4-C3 He mo3-
BOUISIFOT JIaTh YETKYI0 MOP(OJIOrnYecKyto OLEHKY MOpaKeHUi
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Hcnonsiyemble noaxonp! B repaniu UMBK 1 1gG4-C3 ocse-
LIEHbI KaK B 3apyOeKHON, TaK U B OTEUECTBEHHON JIUTepaType
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K crarbe B.U. Bacuavesa u coasm. «quonatuyeckas MyJbTHIIEHTpUYecKas 60j1e3Hb Kactiiemana» (c. 78)

Puc. 2. YI'peI10A06HbIe BbICbIMMAaHUA HA KOXX€ CIHUHbI.

Puc. 3. MarumMTHO-pe3oHaHCHas Tomorpachmsi AeBoro Geapa
B T2-pexxume (a — KOpoHapHasi MpoekuMsi; 6 — caruTTaAbHast).
B Msirkux TKaHsix AeBOro 6eapa, B TOALLE AAMHHOW MPUBOASILLEN
MBbILLLIbI OTpeAeAsieTcst 0bbeMHoe obpasoBaHme (YkazaHo 6eAost
CTpeAkori) okpyraom popmbl (6,1x3,2x2,7 CM — MPOTSKeH-
HOCTBIO 2,8 CM) C YETKMMM HEPOBHBIMU KOHTYPaMM, HEOAHOPOA-
HOM BHYTPEHHEN CTPYKTYpPOM C PE3KMM TMMOUMHTEHCUBHBIM
060AKOM Ha T2-BM (OTAOXKEHUS1 reMocuAepuHa?).

Puc. 4. buontat M3 OnyxoAeBMAHOTO 0Opa3oOBaHMsi AEBOTO
6eapa. O6wmit naaH hrGPO3HO-XKMPOBOI TKaHK € hMbpo3-
HBIMM MPOCAOMKAMM U HOAYASIPHOTIOAOOHBIMM AUMCDOUAHOKAE-
TOUHBIMU MH(PUABTPATAMM M3 MPEUMYILECTBEHHO HEOOAbLIMX
AmcpounToB. OKpacka reMaTokCMAMHOM M 303MHOM. YB. 40.

Puc. 5. KaptuHa onyxoAeBMAHOTO 0Gpa3oBaHMsi AeBOTO OGeApa:
aTPOdMUHOIO B1AA (POAAMKYA C LIEHTPAALHO PACMTOAOKEHHBIM M
TMAAMHU3UPOBAHHBIM COCYAOM, OKPYXXEHHbIA 30HOM MaHTUMU
CAOMCTOTO BMAQ (TUMA «AYKOBMUHbIX 060A0UEK»). OKpacka re-
MaTOKCMAMHOM M 303UHOM. YB. 200.



