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MMPUIOKEHUA

BOJIE3Hb KACTIIEMAHA

9710 penkoe 3aboneBaHue onMcaHo rmcTosIoroM
Benjamin Castleman B 1954 roay [1]. B HacTos-
LLee BpeMs BblAeNstoT ABa BapuaHTa 6onesHn Ka-
CT/IEMaHa — rMasiMHO-BaCKyNAPHbINA U NaasmMoke-
TOYHbIN [2].

Knunuka

KnuHuyecku rmannmHo-BackynspHbIin Tun 6ones-
HU KacTtnemaHa (BK), kak npaswuio, conpoBoxaa-
€TCH NoKaNbHbIM yBENnYeHnem numaoyanos. Ony-
XofieBble oyaru npu 6onesHn KactnemaHa moryt
nmeTb Nobyto nokanusaumio, ogHako B 70% cny-
4yaeB OHM 0OHaApPYXMBaAKOTCS B FPYAHON KJ1eTke, 0CO-
©EHHO 4aCcTO B KOPHE NEerkoro, paaomM C KpyrnHbIMU
OpoHxamun, unn B cpenocteHnn. B 11% oHa o6Ha-
pyXunBaeTcsa B OPKOWHON MONOCTU, O0ObIYHO
3abpoWwmnHHO [2-4]. Tonbko B 4% cnyyaeB OHa
BbISIBNSIETCA B Nepudeprnyecknx nmmMmeaTnieckmx
y3nax. OnncaHo MHOXECTBO PeaKux okann3aumi
BK [2, 3]. CMATOMOB MHTOKCMKaUUX NpU rmanm-
HO-BaCKy/NsipHOM TuMe, Kak npasuio, He ObiBaeT.
MoryT 6blTb CUMNTOMbI, CBI3@HHbIE C JIOKaNbHbIM
yBenuyeHneM nmmMmdoyasos.

Mna3mMokKNeTouHbIN BapmaHT 0b6bIYHO MNpPOSBS-
€TCH reHepann3OBaHHbIM YBEIMYEHNEM BHYTPU-
rPYAHbIX, ME3EHTEePUasbHbIX U PeTPONepuUTOHeasb-
HbIX TMM@OY3/0B, YBEJINYEHNEM MNEYEHN N Cele-
3€HKN, XOTS JloKasibHag MaHUdecTaLunsa BO3MOXHa.
XapakTepHbl nnxopaaka v NosMkKioHanbHas runep-
rammarnofynmHeMmns. 3ToT BapMaHT HepeaKo oc-
JNIOXHSETCS pasBUTUEM ayTOMMMYHHOW reMOJINTU-
yeckon aHeMuun. KnuHmn4eckne rnposiBfieHns reHe-
pann3oBaHHOr0 M1a3MokKeToYHOro BapuaHta bK
nHorga yknagbiBatotcad B POEMS cuHgpom (P —
nonuHenponatusa, O — opraHomeranus, E — aHOOK-
puHonatus, M — MOHOKJIOHanbHas rammarnobynm-
HEMUS, S — KOXHbIe Cbinu). Heckonbkumu nccne-
[oBaTenbCKUM rpynnam B obpasuax numdartmyec-
KMX Y3/10B Npu MaasMok/IeTO4HOM BapuaHTe yaa-
NloCb BbISABUTbL nocnegosatensHocTn AHK Bupyca
repneca 8 Tuna (BMpyc, acCoOLUMPOBAHHbIN C cap-
komom Kanowun). KnuHn4eckn aHadnmele nposisie-
HUS MHOEKUNU, BbISBBAHHOW 3TUM BUPYCOM Y UMY-
HOKOMMETEHTHbIX NnL, HE M3BECTHbl. MoXeT npo-
ncxoauTtb TpaHchopmaunsa BK B numopomy [4].

uctonorusa

TunnyHaa rucTonornyeckasi KapTuHa rmanamnHo-
BacKkynapHoro sapuanta BK xapaktepusyetcsa ctu-
paHneM pucyHka numgoysna 3a CYeT aHOMallb-

HbIX GONIMKYNOB 1 MMNepBacKyNapu3aLmmn NHTep-
donnunkynsapHor 3oHbl [1, 2, 5] (puc. 296-301).
AHOMaNIbHOCTb DOJIIMKYIIOB BblpaxaeTcs B Halu-
YN B HUX aTPOPUYHBIX FTMANMHU3UPOBAHHbIX HOon-
JIKYNSIPHBIX LLEHTPOB, OKPYXXEHHbIX LUMPOKON MaH-
TUAHOW 30HOW, NMMEOLNTBHI KOTOPOW 00pasytoT
npaBusibHbIE PSAbl (KapTUHA Jiyka Ha pa3pese (CM.
puc. 332). K ueHTpy GOonnmkynoB naet OauH Uim
HEeCKONbKO cocyaoB. [pyu ManomMm yBenn4yeHun rm-
aIMHN3UPOBAHHLIN QONANKY N CNefyloLwwmnin K
HEMY COCy[, CO34alT KapTUHY «JledeHua Ha na-
noyke» (cMm. puc. 333). B aHOManbHOM GONnKy-
NIIPHOM LLeHTpe NMMGOUUTOB Maso, MHorga no-
YTU HET, OH COCTOUT U3 «TOJbIX» DOMINKYASAPHBIX
OEeHAPUTUYECKUX KNEeTOK, HAanoOMWHAKLWMX TenbLa
laccana B BUIOYKOBOWM Xenese, oO6pasyoLmx
CKOMEeHMa ¢ NpPonudepUpyoLVIMN KIETKaMN Co-
cynoB (puc. 334).

[MnasmMokeTo4HbIi BapnaHT UMEET UHYIO TUC-
Tonornyeckyto kapTuHy (puc. 335-338). OH xapak-
TEPU3YETCHA BbIPAXEHHOMN MNNa3MOKIETOYHOMN UH-
dunbTpaumen MHTEPOONNNKYNAPHBIX 0bnacTen.
donnukynbl KpyMnHbIE K, B OTANYMNE OT rMasiMHO-Bac-
KyNIIPHOro BapuaHTa, runepnnas3mpoBaHbl. IHTeH-
CMBHOW Nponngepaumn KanumnsapoB B MHTePHOs-
JIMKYNSAPHBIX 061acTax Npy 9TOM BapuaHTe Takxke
HeT. Takum 06pa3om, MopdOIorM4eckoe CXxoacTBo

Puc. 332. N'mannHoBO-BacKynsipHbI BapnaHT 60o-

nesnun Kactnemana. N'mcronornyeckmin cpes nnum-
doy3na (man. yB.).
ATPOOUYHBIN TMANMHN3NPOBAHHLIN LLeHTP ONNMKYNa,
OKPY>XEHHbIN MHOXECTBEHHbIMU YNOPAA0YEHHbIMY PAAa-
MU 13 KNEeTOK MaHTUMHOWM 30HbI. KapTuHa «nyka Ha pas-
pese».
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Puc. 333. TmanuHoBo-Backynsip-
HbI BapuaHT 6one3Hu KactnemaHa.
fncTonornyeckuin cpe3 numdepoysna
(man. yB.).

Cocyn (ykasaH CTPEenKoW) NpOHU3bIBaeT
donnmKyn HackBo3b, GOPMUPYS KapTUHY
«NefileHLa Ha Nasioyke».

Puc. 334. N'manvHOBO-BaCKyNSAPHbIN
BapuaHT 6boneaHu Kactnemana. N'mcrono-
rmyeckuii cpes numdoyana (6. yB.).
MmannHo3 peoyumpoBaHHOro LeHTpa donnu-
Kyna, MOpCbOJ'IOFI/I‘-IeCKaﬂ KapTHa HanoMunHa-
eT TeJibLe [accansa B BUNOYKOBOW Xenese.

Puc. 335. NMnasmokneTouHbI BapuaHT
6onesHn Kactnemana. M'Mctonornyeckumi
cpes numooyana (man. yB.).
Mnepnnactnyecknin ueHTp donnmkyna.
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Puc. 336. NMna3mokneTo4yHblii BapaHT 60-
nesnn Kacrtnemana. 'mctonornyeckum cpes
nmmdooysna (6. yB.).

CkonneHne nnasmMaTtu4yeckmx KneTok B ME)K(DOJ'IJ'IVI-
KYJISSPHOW 30HE.

Puc. 337. MNna3mokneTouHblli BapuaHT 6one3Hn Kactne-
MaHa. IMmyHornctoxmuMmmnyeckun npenapat ammdoyana (man.
VB.).

VlMMyHOFVICTOXVIMVI‘-IeCKOG BbiAiB/IeHMNE Mia3MaTn4ecknx KieTok B
MexXdOoNNnKynsapHoin 3oHe aHTuTenamm plasma cell VS38c.

Puc. 338. N'vannHOBO-BaCKyNsIpHbIA BapuaHT
6onesHn KactnemaHa. IMMyHOrMcToxmmmyeckuii
npenapat numooysna (mMasn. yB.).
MMMYHOrMCTOXMMUYECKOE BbISIBNIEHUE 3HA0TENNANbHbIX
KJIETOK MOHOK/IOHATbHbIMU aHTuTeNnamu kK CD31. Habnto-
[aeTcsl BblpaxeHHas cocyaucTas nponudepaums.
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Puc. 340. NMna3MokNeTO4YHbIN BapnaHT 601e3Hn
KacTtnemaHna. IMMYHOrMCTOXMMUYECKUIA Npenapart
numdopoysna (6. yB.).

MIMMYHOIMCTOXMMMNYECKOE BbISIBIEHWE BMpYca repreca 8-
ro Tmna Ha 4aCcTn KIeTokK C ﬂ,D,epHOVI n0|<an|/|3au,mel7| BUN-
PYCHOr0O aHTUreHa.

rManMHO-BaCKYISSPHOIO U N1a3MakIeTOYHOro Bapu-
aHTa Hebonblloe. DTN BapuaHTbl OTHOCATCS K 0f-
HOM 60NEe3HM, MOCKOJIbKY CYLLIECTBYIOT CMELLAHHbIE
M NepexogHble cnyyaum, korga npu rmaanHoBacKy-
NIIPHOM BapuaHTe BbISIBNSIETCS 3HAYUTENbHbIN Nias-
MOLMTO3 UM KOraa npuv nias3mokieToYHOM Bapu-
aHTe BUOHbI aTPOPUYHbIE TMANIMHU3UPOBAHHbIE
donnnkynbl.

UmMmmyHOPEeHOTUN N MONEeKYnsipHbIEe Ucce-
AOBaHUSA

MMMyHODEHOTMINYECKU NMMPOLUNTBI MAHTUIA-

Puc. 339. N'mannHOBO-BaCKyNSpHbIN
BapunaHT 6onesHn KactnemaHa. Mimmy-
HOMMCTOXUMUWYECKMIA NpenapaT AMmddo-
y3na (man. yB.).
MMMYHOFVICTOXI/IMVI'-IGCKOE BbldB1EHUNE (DOJ'I-
NNKYNAPHbIX OeHOPUTUHECKUX KNeTOK aHTUTe-
namu FDC. CeTb GONAMKYNSAPHbIX 4EHOPUTU-
4ECKMX KNeTok 0OHapyXMBaeTcs B COCTaBe
penyumMpoBaHHbIX LLEHTPOB (P OSIINKYNOB.

HOW 30HbI Npu BK Hepeaoko nmelT abeppaHTHbIN
MMMYHOMEHOTUM, BbIPaXaKOLNIACA B 3KCApeccum

aHTureHa CD45RA [6]. MonekynsipHble uccneno-
BaHWA nokasanu, 4To oba BapmnaHTa 6onesHn Kac-
TNeMaHa xapakTepu3yTCs NONKIOHaNbHOM NPo-
nudpepaunen B- n T-numdpouunTtos.

JleueHune

"mannHoOBaCKynSAPHLIV BApUaHT 1EYUTCS XUPYP-
rMYEeCKMM yaaneHnem MnopaKeHHbIX NMMQOoy3noB.
JleyeHre Nna3mMoKIETOYHOrO BapraHTa He paspa-
6oTaHo.
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BOJIE3Hb PO3AU-IOP®MAHA
(CUHYCHBIX TMCTHOILIMTO3 C MACCHBHOM JIMMOAIEHOMATUEN)

OnucaHHbin BNepBble B 1969 roay Juan Rosai u
Ronald Dorfman [1] CUHYCHBIN TUCTUOLMTO3 C Mac-
cuBHol numdaaeHonatmen (CIrMJ1) npencrasns-
eT cobon HeonyxoneBoe 3aboneBaHNe HEU3BECT-
HOM 3TUOJIOrMK, Yalle BCEro nposiBngdioweecs cC
6e360/1e3HEHHBIM yBENNYeHneMm Nnmaooy3anos.
Modponornyeckaa kapTuHa 3TOoro 3aboneBaHus
XapakTepHa: BbIIBASIOTCS paclUMpPEHME CUHYCOB U
HaKOMEHNE B HUX TUCTUOLMTOB, C XapakKTEePHbIMU
MOPPOOrNYECKUMU N UMMYHODEHOTUNNYECKMU
npu3Hakamu.

Atuonorua CIMJ1 He nsBecTHa. 'McTuoumnThl
CI'MJ1 nonvknoHanbHbl, 4TO GbINO NOKA3aHOo Mo Xa-
pakTepy MHaKTnBauum X-xpomMocomsl [2]. B Heko-
TOpbIX paboTax NPeanosIoKeHO, YTO B NaToreHese
CI'MJ1 nmeet 3HayeHMe NOBCEMECTHO PacnpocCT-
paHeHHbIV BUpPYC repneca 6-ro Tuna. K tpetbeli oe-
KaZle XN3HU 3TUM BUPYCOM UHOULMPOBAHO 6ONb-
LUMHCTBO JI0AEN, NpUYeEM BUPYC NpebbiBaeT B na-
TEHTHOM popme. Y nny, ¢ UMMYHO4ePULINTOM STOT
BUPYC BbI3bIBAET Pa3fnyHble 3aboneBaHus. Levine
[3] BbissiBUAK DNA HHV-6'y 7 13 9 6onbHbix ¢ CITMJ1
MeToaoM rmbpuamnsaumn in situ. Luppi n coasT. [4]
0BHaAPYX1M B @aHOMasbHbIX TMCTUOLMTAX 3KCMPEC-
cuio aHTureHos HHV-6.

Knunuka

C y4eTom peakocTu 601e3Hn, B enbckom yHu-
BepcuteTe Oblna co3gaHa 6asa gaHHbIX Mo 3ToW
6one3Hn. AHanmM3 HEeCKOJIbKMX COTEH Cly4yaeB
CI'MI1, 3apernctpupoBaHHbIx B 6a3e k 1990 roagy
nokasas, 4To 60/1e3Hb OANHAKOBO YaCTO pacnpoc-
TpaHeHa B pa3HbIX PErMOHax, MOpaxaeT L, BCEX
BO3pacToB (OT nepnuoaa HOBOPOXAEHHOCTM A0 74
NeT) MyX4uHbl, 3ab6oneBatoT B 1,5 pasa yalle XeH-
WmMH [5]. Yaule Bcero nopaxarwTCd LLUENnHble N1UM-
doyanbl, pexe numdpoyanbl apyrnux obnacrten. B
30% BbISBNAIOTCA 9KCTPaAHO4AbHbIE 04aru, Takme,
Kak Kkoxa, KOCTU, MOnoYHas xenesa. Nomumo yse-
MYeHns NMMOOyY30B N SKCTPaAHOAAbHbBIX 04aroB
MOryT HabnaaTbCs nMxopanka, nernkounuTos, no-
BbilweHe POJ, runeprammarnobynuHemua. Y
O0oNbLUMHCTBA NauMeHToB 60Ne3Hb NpoTekaeT 6na-
rONPUSTHO 1 CO BPEMEHEM pa3peLLaeTCcs CaMoCTO-
ATENbHO, XOTA ONMCAHO HECKOJIbKO CllyYaeB CMep-
Ten OT 3aToM B60oNe3HU, 0COBEHHO Y BONBbHBLIX C M-
MyHOLEDULUTOM.

MicTonornyeckas KapTuHa

CtpykTypa numdoysna n3ameHeHa 3a cyeT pes-
KO BbIP2XXEHHOI0 PaCLUMPEHNS CUHYCOB ( puc. 341—
342). O6bI4HO OTMEYAETCHA YMEHbLLEHVE Yrcna Gor-
JINKYNOB C YTPATON repMUHasIbHbIX LLEHTPOB (puc.
343). PacLuMpeHHbI€ CUHYCbI 1 MeAYNISIPHbIE TXU
coepXaT CMELLaHHYIO Nonynsaunio KNeTok, npea-
CTaBJIEHHYIO NOMMOPDHOAAEPHBIMU NTEAKOLMTAMM
1 numdoumTamMu; ogHako npeobnagatoLLen nonynis-
LMen aBnsoTCS MTMCTUOLNTDI, XapakTepU3ytoLLmecs
Mopdonornieckum nonumopdunamom (puc. 344—
346). 3710 KpynHble KNeTkn ¢ 6ONbLUOK CBETON
VMHOrga Bakyoan3npoBaHHOM LMTOMAA3MOM C OAHUM
WM HECKOJIbKUMUW BOTHYTbIMU apamu. Mutossl
BCTpeYyalTCs peako. BHyTpuuuTonnasmeHHble Ba-
KyO/nn HEpeaKo coaepxaT y3HaBaemble NMMpOoLn-
Thbl, PEXE SPUTPOLUTLI U HENTPODWIIbI, MPUYEM 3TN
KJIETKM He pa3pyLUeHbl NPOTE0INTUYECKUMUN dep-
MeHTamu nMn30coM. COXpaHHOCTb HEKOTOPLIX Kile-
TOK XMBbIMU B BaKyOJisiX NOJy4msia Ha3BaHNe «3M-
nepuonones» (puc. 347). B opyrvx Bakyonsx MoryT
cofepxaTbCs paspyLUeHHble pparMeHTbl KNeTok. B
MeLyIFPHbIX TSXax UMeeTCs MHOXECTBO niasma-
TUYECKUX KNETOK, TMMOLUTOB. MIHOrAa BUOHbI OT-
JeNbHble KPYNHble arperathl AMNUACOAEPXALLNX
rMCTUOLMTOB. XapakTepHbIMY NPU3HaKamMm SBASIOT-
¢ Gnbpo3 Kancynbl U NEPUKaNCYNSPHON TKaHW.

UmMmMmyHODEHOTUN N reHeTUYeCKue AaHHble

fMcTMouUThl OKpaLLUMBAKOTCA aHTUTENIaMn NPO-
TUB NaH-makpodaranbHbix aHTureHos CD14,
CD11c, CD68, a Takxe npoTne GEepMEHTOB . -aH-
TUXUMOTPUMCKHA U ¢ -aHTUTpUncuHa [6]. B otam-
yme oT 0ObIYHOIO CMHYCHOr0 rMcTUMoumMTO3a, r1c-
Tnountbl CIMJ1 BCcerga okpalumBaloTCs aHTUTena-
My npoTuB aHtureHa S100. Mpu o6bIMHOM peak-
TUBHOM KaTape CUHYCOB BUAHbLI peakme MonoXu-
TeNIbHO OKpalunBaloLmecs KnetTkn. NpoBeaeHHbIN
Yy [OBYX XEHLIMH aHann3 xapakrtepa MHakTuBaLuu
X-XpOMOCOMbI MO MOAMMOPGHBLIM panoHaMm reHa
aHaporeHHoro peuentopa (human androgen-
receptor gene, HUMARA) nokasas, 4To rmctuoum-
Tl CIT'MJT nonuknoHanbHbl [2].

T- n B-numopountbl B nuMdpaTnyeckmx ysnax
NONMKIIOHANbHBI.

JleueHune

He paspaboTaHo.



264 Atnac. Onyxony nmmeaTnyeckon CucTembl

Puc. 341. CuHYCHBIN rMCTMOUUTO3 C Mac-
cuBHOM NumdageHonaTnen. McTonornyeckmin
cpes numdoyana (man. yB.).

CTpykTypa numdoyana usmMeHeHa 3a CHeT pacluu-
PEHHbIX CUHYCOB, BblITECHEHME DOoNnKynoB. Maccus-
HbI1 GMOBPO3 Kancynbl.

Puc. 342. CUHYCHbIN rMCTUOLMTO3 C Mac-
cumBHOM nuMmdageHonaTmen. ToT xe npena-
pat (man. yB.).

Puc. 343. CuHYCHBI rTMCTUOLMTO3 C Mac-
CMBHOIM nuMmdageHonaTruen. ToT e npenapart
(6. yB.).

CDOJ'IHI/IKyJ'I C peayumpoBaHHbIM 3apoabllLeBbiM LieH-
TPOM.
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Puc. 344. CuHYCHbIA TMCTMOUMTO3 C MaccuB-
HOM numdpaaeHonatuen. VIMMyHOrMcToxmmMmmnyec-
KO€ BbISIBIEHNE TMCTUOUMTOB aHTUTENaMu Kk 6en-
Ky S100.

OKpaLueHHbIe KNEeTK1 pacnonaraktTca B CUMHYyCax U CO-
OTBETCTBYIOT LUMPOKOIMJIa3MeHHbIM TMCTUOUMTaM.

Puc. 345. CYHYCHBIl TMCTUOLMTO3 C Mac-
cuBHOM numdaaeHonaTueinn. UMMyHOrmcToxm-
Muyeckuin npenapart numdoyana (man. yB.).
MakpodaranbHble KNeTKM OKpaLleHbl aHTUTeNnamm
Kk CD 68.

Puc. 346. CUHYCHBIN r’MCTMOUMTO3 C MaCCUB-
HO numdaneHonaTmen. IMMyHOrMCToxXmmm-
yeckuin npenapart numdoyana (man. yB.).

CD 20 no3uTmBHble KneTku, dopmupyiolme numdo-
naHble GONNNKYIbI.
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Puc. 347. CHYCHBbI rMCTUOUUTOS C Mac-

cuBHOM numdpaaeHonatmnen. OTnevyaTok MnMm-
doysna (MMmMm.).
BHyTpK KpynHoro makpodara oT4eTIMBO BUAHA
BaKyOJ1b, COAepyKaLLas NornoLeHHbI nMMoboumnT
C NUHTAKTHOW CTPYKTYPOMN — GPEHOMEH «aMMNEPUNo-
nesa».




