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Histiocytic sarcoma. A case report
and review of the literature

V. A. Doronin [1], Y. A. Krivolapov [2], A. V. Nechesniuk [1],
A. V. Pivnik [3]

SUMMARY

Histolytic sarcoma is a rare neoplasm with aggressive
clinical course and poor response to therapy. The disease is
often present in extranodal sites, most commonly intestinal
tract, skin and soft tissues. Spleen, liver, bone marrow,
central nervous system, bone involvement may be seen. It
is important to confirm the diagnosis using specific immuno-
histochemical markers. We describe a 53-year-old man with
skin, bone marrow (with necrotic changes), central nervous
system, bone involvement and discuss differential diagnosis
and treatment problems.
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MMcTrounTapHas capkoma siBfisietcsl pegkum 3aboneBaHnemM ¢ arpeccuB-
HbIM XapaKTepoMm TeYeHUsl, HeGNaronPUATHLIM NMPOrHO30M U MJIOXMM OT-
BETOM Ha Tepanuio. [1ns Hee xapaKTepHbl 3KCTpaHoOasIbHbIE MOPaXKeHUs.
Yaule Bcero B natonormyeckunin npouecc sosnekatotcs XKT, kKoxa, msar-
Kue TkaHu. MoryT nopaxaTbCsi cene3eHka, neveHb, KOCTHbIA moar, LIHC,
kocTu. B gnarHocTunke BaxxHoe 3Ha4eHne MMEET UMMYHOTMCTOXMMNYECKOE
nccnegoBaHve. B ctatbe onucbiBaeTCcsl KIMHUYECKUIA Cllydal MMCTUOLMN-
TapHOM CapKoMbl y 53-NeTHero My>4mHbl C MOPaXXEHNEM KOXW, KOCTHOro
Mo3ra (C HekpoTudecknmmn nameHenmamm), LIHC n kocten ckeneta. Takxe
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obcyxaarTcsa Bonpock! guddepeHumnanbHoOM AMarHoCTUKN U NeYeHus.

Kntoyesble cnoBa
rMcToumMTapHaa capkoma, 3110Ka4e€CTBEHHbIN MMCTUOLMTOSZ, TMCTUoUMTap-

Hasa numadoma.

BBEJJEHUE

Ha ocHoBaHUH QyHKIHMOHAJBHBIX, YJb-
TPACTPYKTYPHBIX H  MOP(OJOTHUECKHX
0COOEHHOCTE!l  KJETKM MOHOLMTApHO-
MakpodarajgbHOil CUCTEMBbl MOAPA3/IEs-
I0TCSl HA JIBE€ OCHOBHbIE KATErOpHHU: MO-
HOHYKJIeapHble (harouuThl/Makpodaru u
JleHIpUTHbIE KyeTKH. [lepBbie coepkat
B uMTonJazmMe GoJiblIOe  KOJHYECTBO
JIM30COMHBIX (hepMeHTOB M 006,1a/1ai0T
tharouuTapHoil akTuBHOCTbIO. OHM HMe-
I0T KOCTHOMO3TOBOE MPOUCXOXKIEHHE H,
nornas B KPOBOTOK, Jlajiee MHUIPUPYIOT B
TKaHH, TJie MojiIBepraioTest 1uddepeHim-
poBKe B Makpodaru/ructHouThl. Paro-
LMTBl TPEICTAB/EHbl LUPKYJIHPYIOLIHM
MyJIoM (MOHOLIUTBI) WJIH MUMEIOT TOJbLKO
TKaHeBOe MPeCTABUTEIbCTBO, HarlpH-
mep, kiaetkd Kyndepa B nedenn.! S [pu
YJIBTPACTPYKTYPHOM aHa/IM3e B MX LUTO-
nJiazmMe 0OHaPY KHBAIOTCsI MHOTOUHCJ/IEH -
Hble BAKyOJIH, JIN30COMbI, MHTOXOHIPHH
v arnpoBannble yacTuibl. MimmyHoru-
CTOXMMHUYECKOE HCCJIeJ0BAaHHE T103BO-
JISIeT BBISIBUTH JIM30COMHBIE (DEPMEHTHI,
TaKHe KaK JIM30LUM H O -aHTHTPHIICHH,
a TakkKe TMPUCYLIHE 3TOH KJIETOUHOH

gunun anturensl CD68, CD11¢, CD14
u CD163.710

K nennputhbim kierkam (JIK) or-
HocsATest: (hosnKyssipable JIK mepBuuHbIX
1 BTOPHUHBIX B-KIeTOUHDLIX (OIHKYIOB
JUM(AaTHIECKUX y3JI0B, KaeTkH Jlanrep-
ratca (KJI) koxku 1 c/IM3UCThIX 060J10U€K,
UHTepcTHLMaibhble JIK, untepaurutupy-
totue J1K T-30HbI JIUMaTHUECKUX Y3JI0B.
3a uckimoueHueM dosukyaspHbix JK,
TPEJITOJIOKNTENBHO UMEIOLINX CTPOMAJIb-
HOE MPOUCXOXKIEHHE, ocTabHble BHIbI JIK
MMEIOT €IMHOr0 C MOHOLMTaMM KOCTHO-
MO3TOBOTO MPEAIeCTBEHHHKA U CXOJHBIE
HauasbHble STarnbl AU depeHIpoBKH. 231!
Bce sti kieTku cozmep:kar Maso JH30-
COMHBIX (DEPMEHTOB, MPAKTHUYECKH He
CrocoOHbI K (harolUTapHOH aKTHBHOCTH,
a UX OCHOBHOMH (PyHKIIMeH siBJIseTCs Mpe-
3eHTallysl aHTUreHa Jumdouutam.' > Pas-
sunble Tunbl JIK umerot crieunduyeckre
MOp(OJIOTHYECKHE W HMMYHOJIOTHYECKHE
gepthl. Tak, dosmkyasipasie 1K xapak-
TEpPU3YIOTCsl  HaJIHUHEM JIECMOCOM  TPH
YJIETPACTPYKTYPHOM — MCCJIEIOBAHUH U
ummyHodernorunom: CD21+, CD35+,
CDla—, S100-nporeun+/—. KJI u un-
teperuimanbhbie JIK conepkaT BuanMbie

(1 UKE Ne2 ym. H. A Cematuko OAO «PXK/]», MockBa

[21 Kadbepa remaronorum v HteHcrueHor tepanim PMATMO, MockBa
[3] HaUMOHANbHbIN MEMKO-XMPYPrAYecKuit LEHTD M. H. V. TTporosa, Mocksa
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B. A. lopouun u ap.

MPH 3JIEKTPOHHON MHKPOCKOINHM rpaHysbl Dupbeka n umeror
ummyHodenorun: CD1a+, S100-npotenn+, CD21—, CD35—,
CD68—. HMmmynodenotun untepaurutupytomux JIK S100-
nporeud+, CD68+,CDla—,CD21—,CD35—, acrieuuduyrbie
(MHTEPIUTUTHPYIOLIHE ) MEKKJIETOUHbIE COEIMHEHHUST TT03BOJISTIOT
OTJIMYUTH UX [TPH YJIETPACTPYKTYPHOM aHajuge. ! 51112

B knaccugukauun BO3 2008 r.'3 BbiesieHbl cienyioline
BH/Ibl OTTYXOJI€}l U3 THCTHOLUTOB H JIEHAPUTHBIX KJIETOK:
ructuountapHas capkoma (I'C);
OMYXOJIH, HMeloLIL e poucxoxkaenue na KJI;
capkoma u3 untepaurutupyomux 1K;
capkoma 13 poanukyaspubix JIK;
Jpyrue peakue onyxosu u3 IK;
JIMCCEMMHUPOBAHHAsH IOBEHHJIbHASI KCAHTOrPaHyiema.
['C aBnsiercst peaknm arpeccuBHbIM 3a6oJieBanneM. Briep-
Bble TEPMHMH «THCTHOLIUTApHast capkoma» OblJl TPeIIOoKeH B
1970 r. G. Math u coast.'* OnHako B 9TOH U MHOTHX JIPYrHX
paboTax Toro rnepuoja Bce HabJ110IeHHSI OCHOBbBIBAJIUCH TOJBKO
Ha CXO0XKECTH THCTOJIOTHYECKHX YepT OIyXOJIEBbIX KJETOK C
rucTHouuTamMu/Makpodaramu. MHOKeCTBO paHee OMHUCaHHBIX
CJIydaeB  OIMyXoJiel THCTHOUWTAPHOH MPUPOJbl  (<THCTHO-
UMTAPHBIH  MELyJJISIPHBIA  PETHKYJe3», «3JI0KayeCTBEeHHBIH
THCTHOLIMTO3», «HCTHOLMTapHast umdoma )51 nmpu nmocse-
JYIOLIEM aHa/i3e C MOMOLILbI0 HMMYHOTHCTOXHMHYECKHX H MO-
JIEKYJISIPHBIX METOJIOB HCC/IEIOBAHMST OTHECEHBI K COBEPIIEHHO
MHBIM HO30JI0MHYeCKHM (opMam, Harnpumep K TakdM, Kak
aHariactuueckasi KpyrnHokjerounasi jumdoma (AKKJT) uin
nepugepuueckast T-kaeTouHasi aumgoma, acColuupoBaHHas ¢
remoaroiuto3om.?26 B 910ii CBA3H TPYAHO OGBEKTUBHO WH-
TeprpeTupoBaTh nybJUKalud, Beillenie 6ojee 20—25 yet
Hasaj, [M03TOMY JIOKa3aHHbIX Ha OCHOBE COBPEMEHHBIX
npezacrasaenuii,ciaydaes I'C, no Bceil BUIMMOCTH, 3HAYUTEJBHO
MeHbllIe, YeM 3TOT TEPMUH yIIOMHHAeTCs B iutepatype. Hixe
npeacTaBieH pasdop W ob6CyXKAeHHE KJIHHMYECKOTO CJlydast
nauuenta ¢ ['C.

KJIMHWYECKWIA CNYYAI

[Tauuenr, 53 roxa, ¢ ocenu 2003 r. o6paTii BHUMaHKHE Ha M0-
sIBJIEHHE TSITHUCTO-[AMYJI€3HbIX BICHINAHUI HA KOXKE roJieHeH
u JeBoro npeanseubs. K Bpauy He obpainascs. C aprycra
2004 r. cTas oTMeuaTh HapacTalolLyio 061LYyI0 CJa00CTb, MOBbI-
ILIeHHe TeMIepaTypbl Teja 10 GpeSpUsbHbIX U(P, CyXOCTb BO
pTY, 2KaxIy, OJUYpPHIO, OHEMEHHe KUCTel U cTorl. B ceHTs6pe
2004 1. ¢ BblllleyKa3aHHbIMH »Kal00aM1 B TSPKEJOM COCTOSIHHH
FOCMUTANM3UPOBAH B remaTtosiornueckoe otaesnenne LIKB
Ne 2 um. H. A. Cematiko OAO «P)K[1». Ipu dusnkasbHom
o0cyiefloBaHUM Ha KoxKe 00eHX roJieHel W JIEBOTO MPe/nJieybst
BHIHbI [ISITHUCTO - [TATTyJIe3Hbl€ BbICHINAHHsT (PHOJIETOBOTO L[BETA
ot | 10 5 cm B tnametpe (puc. 1). [lepucepuueckue mumdoys-
Jibl He YBeJIHUEHDI, MaJbIUPYeTCsl HUKHUE MOJIOC CeJIe3eHKH Y
Kpast peGepHOI JIyrd, BbISIBJSIETCS CUMITTOMOKOMIIIEKC BSJIONO
napasinya (HapylleHHe YyBCTBUTEJILHOCTH C JIOKaJM3aluei mno
THIy «IepYaTOK» U «HOCKOB», CHHKEHHE CHJIbI crubateset
najbues Jo 3 6a/uioB, crudaresieidl crornbl — 10 2 06aJjlioB,
runopedIekcus ).

B o6uiem aHa/nu3e KpoBH MaHUMTONEHUS: FeMOIIOOMH —
701/, spurpouutel — 2,39 10'2/1, nefikouutsl — 1,7x 109/,
Muesounthl — 4 %, nanoukosiepuele HeiTpoduab — 4 %,
cermentosiiepuble neiitpodunnl — 13 %, gumdbouuts —
48 %, nasmartuueckue KaeTkn — 28 %, MOHOLUUTB — 3 %,
TpoMOOLUTEl — 16 X 10°/1, CO® — 65 mm/u. B Guoxnmn-
YeCKOM aHa/u3e KPOBH MOBBIIIEHBI: MII0K03a — 25 MMOJL/J1
(nopma 3,9—6,4 mmosn/n), JIAT — 3270 EO/n (Hopma
225—450 ELI/1). B moue: nporeunypusi 0,27 r/a, caxap 1,5 %,
peakuust Ha aLeToH ++.
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YuuTbiBass HaauuMe y GOJBHOTO MPOTEHHYPHH W Tia3Ma-
THUECKHX KJIETOK B MepH(epHIecKOll KPOBH, C 11EJbI0 HCKIIO-
UeHUsl TaparnpoTeMHEMHYECKOro remMo0/1acTo3a, BbIMOJHEHO
MMMYHOXMMHUYECKOE HCC/Ie/IOBAHHE KPOBH M MouH. BbisiBieHa
MOJIMKJIOHA/IbHAS THIepraMMarjo6yauHeMust (MOBbLILLEH ypo-
BeHb MOJHKJAOHAIbHOrO IgA 10 332 ME/ma), nporteunypus
neperpy3ki. MOHOKJ/IOHANBLHON ceKpeLuy He 0OHapy»KeHO.

JIBaxKbl BBIMOJNHEHA MyHKLMS KOCTHOro Moara. B o6oux
cJlydasix M3-3a HaJiM4yMsl B acrupare HeKpPOTHYECKOro JeTpHTa
ajekBaTHasi (bMKcallksl 1 OKpacka nperapara, a Takxke jaudde-
PEHLMPOBAHHDIN KJIETOUHBIH MOACYET ObIIM HEBO3MOZKHDI.

HMmyHOeHOTUIIHPOBAaHHE ~ MOHOHYKJEapoB  KOCTHOTO
MO3Ta ¢ MCMoJIb30BaHHEM (Pa30BO-KOHTPACTHOH MHKPOCKOITHH:
noaasJsiioliee GOJBIIMHCTBO KIETOK, BbIACJCHHBIX U3 KOCTHOTO
Mo3ra, He 3KcrpeccupyloT anturenbl B- u T-numdounnbix
KJIeTOK, KJaeToK MmuejounHoro psina (CD13, CDI14, CDI15,
CD33), o6uwmii JneiikouutapHbiii antiuren CD45 u aHTHreHbI
SMUTENHANBHBIX  KJIETOK  (LUTOKepaTuHbl). OkpaluuBaHue
TaKMX KJIETOK aHTHTeJaMH K HMMYHOMJIOOYJHHAM BbITVISUT
Kak 11 ysHoe U, T10-BHANMOMY, SIBJISIETCS HECTelM(DHUIECKNM.
[Tpu hazoBo-KOHTPACTHO MHKPOCKOIHH KJIETKH BBITJISAT Kak
nosuMopuble HeauMdbouatble. Hapsiy ¢ 3THM BeTpevarorcst
equHudHble B- 1w T-muMQounTel, mniasmatHiyeckue KJIETKH,
IKCIPECCUPYIOLLHE MOJUKJIOHANbHbIE K- W A-1I€MH, OTAe/bHbIe
MHEJIONIHbIE KAETKH.

[1pn HHCTPYMEHTANIBHOM HCCJ/IIOBAHHH BhISIBJICHA YMEPEH-
Hast crieHomerasust (137 x 41,2 MM), yrioTHeHHe CTPYKTYPbI U
TMOBbILLIEHHE 9XOT€HHOCTH MAaPEHXUMbI MOXKEYI0UHOH JKee3bl,
paaMepbl MO/PKENYI04HOM KeJsle3bl Ha BepXHel rpaHulle HOPMbI
(rosioBka 31 mm, Tesio 13 MM, xBocT 25 MM). 3a6pIOLIHHHbIE
¥ BHYTPUIpY/HbIE JIMM(OY3/bl He yBesvueHbl. Ha pentreno-
rpammax KocTefl cKeJleTa OCTeO/eCTPYKTHBHBIX M3MEHEeHHH He
00OHapyzKeHO.

[TauuenTy BblMOJIHEHA JBYCTOPOHHAS TPENaHOOHOINCHS H
6GUOTCHS OTHOTO M3 0YaroB KOXKHOTO MOpaKeHHUsl Ha TOJIEHH.

B nepsom Tpenano6uonrtate Bech 06beM MeKOATOUHBIX
MPOCTPAHCTB 3aMOJHEH HEKPOTHUECKUM JieTpUToM. OGHApYyKH-
BAIOTCSl HauasbHble MPOSIBJEHHS OPraHHU3alMM HEKPOTHYECKHX
Macc. Berpetunoch eMHCTBEHHOE CKOMJICHHE KJIETOK MHEJO-
WIHOH TKaHU, cofieprKkalliee Meraso6JacToUAHbIe KIeTKH, MaJio-
YUCJIEHHbIE PAHYJIOLUTLI, MEraKapHOLUThLl U IJ1a3MaTHYeCKHe
KJIETKH.

Bo Bropom TpenaHo6uonTate MexK6aJoyHble NPOCTPAHCTBA
KOCTHOT'O MO3ra CojieprKaT HeKPOTHUECKHUI IeTPUT. B HeKoTopbIx
suefikax oOHapy’KUBAETCA KOCTHBIA MO3T, B KOTOPOM MHEJIO-
WIHAs TKaHb TOYTH II0JHOCTBIO BBLITECHEHA pa3pacTaHUAMM
KPYMHBIX aTHMHUHBIX KAETOK ¢ OOBEMHOH OMTHYECKH MyCTOH
[IUTOTIIA3MON 1 OBAJIbHBIM SAPOM. SIIpO COEPIKUT OAHOPOHBIH
MEJIKOJMCIIEPCHBIF XPOMATHH U OJIHO MEJIKOE SIIPBILIKO Herpa-
BUJIbHOH (popMbl. [TpH HMMYHOTHCTOXMMHUECKOM HCCIIE0BAHHH
ATUMHYHbIE KJIE€TKH B KOCTHOM MO3re HHTEHCHBHO 9KCIPeCCHpY-
to1 B uuronyasme CD68 (KP-1) n insouum (puc. 2).

B nepme OT COCOYKOBOrO CJIOSI JIO MOAKOXKHON >KHPOBOH
TKaHW KPYIMHOOUYaroBas, MpeUMyLLeCTBEHHO MepHUBACKYJIspHAst
W TepHanmneHiuKysipHast onyxosesast HHpuibTpauus. Knetku
OIyXOJIM MMEIOT $iipa HENpPaBUJBbHOH OBaJbHOH, GOOOBUAHOM
WIH CKJIAM4aTol (POPMBbI; SUIPBILIKO MeJKOe H, KaK MpaBHJIo,
eMHCTBeHHOE. [TpH HMMYHOTHCTOXMMHUECKOM MCC/IEI0BAHNH B
[IUTOTIIa3Me BCEX OIMyXOJIEBHIX KJICTOK MHTEHCHBHO KCIPECCH-
pyetcst CD68 (KP-1), 1u3otinm, B IMTOMIa3Me YaCTH KJIETOK —
MakpotaranbHbit Mapkep (3A5), na mem6pane — CD45RO
(UCHL1)n HLA-DR (LN3) (puc. 3).

Ha puc. 3, E nokasana skcnpeccust nporenna S100 KJI
SMUEepPMHCA U OTCYTCTBHE 3TOr0 MapKepa Ha KJeTKaX OMyXoJH
B jlepMe. 3ak/IoyeHHe: THCTOJIOTHYECKOE CTPOEHHE OIyXOJH
¥ HUMMYHO(EHOTHIT OIyXOJIEBBIX KJETOK COOTBETCTBYIOT [0-

KIMHUYECKAS OHKOTEMATOJIOTHSA



TucTnountapHas capkoma

Puc. 1. MNopaxeHne KoXxu NeBow roneHu

pa’KeHHI0 KOCTHOTO MO3Ta W KOXKM FMCTHOLUTAPHON CapKoMOH
C MACCHBHBIMM OYaramu HeKposa KOoCTHoro moara. ITosiHocTbio
pe3yJibTaThl MMMYHOIHCTOXMMHUYECKOTO HCCIIE0BAHHST KOCTHOTO
Mo3ra 1 KOXKH Mpe/icTaBJetbl B TabJ1. 1.

YuuTbIBasi TSKEJI0€ COCTOSTHHE GOJILHOTO  (CHMITOMO-
KOMIJIEKC JIEKOMIEHCALMH BIEPBble BBISBIECHHOTO CaxapHOro
nnaberta), TpoBOUIACh HH(Y3HOHHAS U HHCYJIHHOTEPATHs, 9TO
MO3BOJINJIO HOPMAJH30BaTh YPOBEHb TVIIOKO3bl U KOMIEHCHPO-
BaTh BOJIHO-3JIEKTPOJIUTHBIE HapylleHusi. [Tocne Bepudukaimu
JMarHosa nposejien Kype xumuoteparnun 2-CDA 10 mr/cyr
B TeueHue 7 pHel. [locse mepBoro Kypca XUMHOTEpAIMH:

Ta6nuua 1. Okcnpeccus aHTUreHOB OMyXONeBbIMY KNeTKamm npu
VMMYHOrMCTOXMMUYECKOM UCCNEeLOBaHWUM KOCTHOrO MO3ra U KOXK

AHTUTENO KoCTHbIN MO3r Koxa
CD68 (KP-1) + +
nmsounm + +
MakpodaransHbiii Mapkep 3A5 + +
CD1a - -
Mpotenn S100 - -
CD45R0 + +
CcD3 - -
CD4 HO -
CD30 - -
CD20 HA -
CD79a - -
CD34 HO -
Muenonepokcugasa (MPO) HO -

MuenonaHbiii mapkep (BM-1)
Lintokepatunbl (MNF116) - -
HuskomonekynspHble LuTokepatuibl (35H11) - -
MenaHocomHblii aHTureH (HVB45) - -

HIL — HeT faHHbIX.

remorsio6un — 102 r/a, spurpouutel — 3,16 x 10'2/1, neii-
Kot — 8,9 x 10%/1, muesnowutsr — 2 %, MaJIouKosiIe pHbIE
Hefitpoduibl — 1 %, cermenTosiiepHbie HelTpohuIb — 74 %,
aumbountsl — 11 %, monouutsl — 10 %, 6azoduant — 2 %,
TpombouuTel — 360 x 109/1, COD — 28 MM/u; aKTHBHOCTD
JIIT cunsunace 1o 539 EJI/71; HopMannzopanack Temnepatypa
TeJa; YACTHYHO PErpecCHPOBAJIM CUMIITOMbI BSJIOTO MapaJsuua,
KOTOpble ObLIH pacleHeHbl KaK MpPOsIBJIEHHUs JHa0eTHUeCKOH

Puc. 2. Tuctonornyeckoe n MMMyHOrMCTOXMMUHECKOE MCCNeaoBaHNsa KOCTHOro Mo3ara:

A — KpYrHble o4arv HeKPo30B KOCTHOro Mo3ra. CoxpaHeHbl HebOonbLLUVE OCTPOBKM KIIETOK C aTUNMYHOM Mopdhonoruneit; 5 — onyxoneBblii MHPUNLTPAT (KpPymHble
aTUNNYHbIE KNETKN C 06bEMHOMN ONTUYECKM I'IyCTOVI L|,I/ITOI'IJ133MOI7I 1 OBasibHbIM A00POM; A0PO COOEPXUT MeﬂKOﬂMCI‘IepCHbIVI XpOMaTuH 1 OOHO MesiKoe AOPbILLIKO
HenpaBWnbHOW OPMbI); OKpacka reMaToKCUITMHOM U 3031HOM, x 400; B — onyxonesbli uHpunstpat CD68+, X 400; " — nn3oumm B LUTOMNIa3Me OMnyXomneBbIX
KneTok, x 400
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Puc. 3. 'ncTtonornyeckoe n UMMyHOrMCTOXMMUYECKOE UCCNEefoBaHNE KOXW:

"

-\.',._ -

A — B iepmMe, OT COCO4KOBOrO C0si A0 MOAKOXHOM XMPOBOW TKaHWU, KPYNHOO4arosas, nepuBackynsapHas v nepnanneHankynsapHas onyxonesas MHOUNbTpaums;
oKpacka remaToKCUNMHOM U 303UHOM, X 30; B — KneTkn onyxonu UMeloT sapa HenpasubHOM OBanbHOW, 6060BMAHON UK cknagyaTon hopMbl; AAPbILLKO
MenKoe 1, Kak Npasuno, eAUHCTBEHHOE; OKpacKa reMaToKCUIIMHOM U 3031HOM, x 400; B — HeknacTepmpoBaHHbIA, HYyBCTBUTENbHBIA U CNELnMUYHbI Mapkep
makpodaros 3A5 (NC). MenkoTo4deyHas akcrnpeccus B umtonnasme, x 400; [T — nu3oumMm B UMTONNa3Me OnyxoneBbiX KNeTok, x 600; [ — HecneundunyHbIn
T-kneTo4Hbln Mmapkep CD45R0O, x 200; E — npoTenH S100 mapkupyeT kneTku JlaHrepraHca anupepmuica. He akcnpeccupyeTtcst onyxoneBbIMu KeTkamu B

nepwme, x 320

HefiporiaTHH Ha (DOHe JIeKOMIeHCalMk caxapHoro juabera.
[Tocne 2-ro Kypca Tepanuu aHajiu3 KpoBH, akKTUBHOCTH JIT
TMOJIHOCTBIO HOPMAJIH30Ba/IMCh, PErPeCCHPOBAJM KOXKHbIE T10-
paXKeHHsl.

C oxrs16pst mo mapt 2005 . mpoBesieHo 4 Kypca XuMHoTepa-
nuu 2-CDA. B nauasne anpenst 2005 1., T. e. uepes 7 mec. nocije
YCTaHOBJICHHS] AMArHO3a, HACTYMHJIO YXyAILICHHE COCTOSIHHSI B
BHJIE PA3BUTHS HUZKHET T1apar/ieriu.

Bonbhoit rocnutanusuposat B craunonap. [Ipu ocmotpe Ha
KOXKe 0YaroB OIyxoJieBoro ropaxenusi HeT. [lepudepnyeckue
JuMboy3iibl, MedeHb, cejie3eHKa He yBesndeHbl. Heposoruue-
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CKHI CTATyC: BepXHHIl Mapanapes, HIXKHsS Naparierisi, napes
IJ1a30/IBUraTe/IbHOro HepBa cripasa (puc. 4).

OO6umil aHaqu3 KpOBU: TeMOTJOGHH — 132 r/a,
sputpountel — 3,7 x 10'%/n, nefikounuter — 8,6 x 109/,
naJouKosiiepHble HeATPohuIbl — 6 %, cerMeHTosiiepHble Hefi-
tpodpuinl — 84 %, aumdouutsl — 4 %, MoHouutel — 6 %,
tpomGouuThl — 207 X 10%/1, COd — 25 Mm/u.

B muesiorpamMme MpH3HAKOB OIMyXOJIEBOTO MOPaXKEHHs! He
0OHapYy>KEHO.

Ananuz auksopa: 6esok 2,3 r/i1, uutos 13568/MKi1, Heii-
Tpoduinl 2 %, aTunudnbie KieTkd 98 %.
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TucTnountapHas capkoma

Puc. 4. Napes rnadogsuraTenbHO Hepea crnpasa

[Tpu maruutHo-pe3onancHoi Tomorpaduu (MPT) kapTuna
MHOYKECTBEHHbBIX BHYTPHUMO3TOBBIX OIYyXOJIell C TpH3HAKAMH
OKKJIIO3UBHOH THjIpoliedhasiii, ouaroBoe MopaxKeHHe TeJs Mo-
sponkos C,, L, L, L, lecTpykuuu B 60KOBBIX Maccax KpecTia,
TO/IB3/IOLLHbBIX KOCT$IX.

Takum 06pa3om, KOHCTaTHPOBAHO CrielMHIECcKoe MopaKe-
nue LIHC n kocreit ckesera. bosbHomy Hauata siydeBast Teparst
C OJIHOBPEMEHHBIM BBEIEHHEM LIUTOCTATHIECKUX MPENnapaToB B
CMUHHOMO3roBON KaHaj. OnHako Ha ¢oHe Mporpeccupyrouieh
HEBPOJIOTHYECKON CUMITOMATHKH MalMeHT CKOHYAJICS.

O0bCYXIEHUE

B knaccudukaupn BO3 T'C xapakrepusyercst Kak 3ji0Kade-
CTBEHHAsl MpoJndepalysi KJIETOK, MMEIOUUX Mopdosoruie-
CKHE W HMMYHOJIOTHYECKHE O0COOEHHOCTH, MPHUCYLIHE 3peJIbiM
TKaHEBbIM FHCTHOLMTAM.'? 3a6o/ieBaHHe MOKET BCTpeUaThes B
JMo60M Bo3pacTe, OIHAKO B GOJIbIIHHCTBE CJIydaeB — Y B3poC-
JBIX (cpenHn Bogpact D2 roaa). Heckosbko vatiie 3a6osneBaroT
My2kunHbl. ' Kinnnueckoe teuenne I'C oObluHO arpeccuBHoe ¢
Hamunem B-cumnromoB. g ['C yxke B ne6iote 3abosieBanus
MOMHUMO  yBeJIMueHHsl JIMM(OY3JI0B  XapaKTepHbl 9KCTPaHO-
JlasibHble TopaxkeHusi. Haille Bcero B naToJIOTHUECKHI Mpoliece
BosJjiekatorest JKKT, koka, msirkue TkaHu. MoryT nopaxarbcst
ceJsie3eHKa, nedenb, KocTHbIl Moar, LIHC, koetu.?”? Panee s
JIOKaJIM30BaHHbIX (DOpPM 3a00JIeBAHUST HCMOJMb30BAJICS TEPMUH
«rucrvouurapas aumdoma». Ciyyam ¢ MCXOIHO MyJBTHOP-
raHHBIM TMOPa’KEHHEM B JIUTEpaType 4acTo o603HauYaluch Kak
«3JI0KA4eCTBEHHbIN PTHCTHOLIUTO3>».%0%2 B HacTosi1Ilee BpeMst, BHe
3aBUCHMOCTH OT CTENEHH PacrpOCTPAHEHHOCTH OIMyXOJEBOTO
rnpotiecca, OOLIENPUHSTHIM SIBJISIETCS TEPMHH «THCTHOLMTAPHAST
capkoma».'? TToMHMO TepMHMHOJIOTHUECKHX HECOOTBETCTBHII,
Kak OblJIO YIOMSIHYTO Bbillle, MHOIHE CJlydyau, OTHOCSIIHECs
paHee K TMCTHOLMTAPHLIM OIMyXOJIsIM, MOJABEPTHYTHI PEBU3HH.
R. M. Egeler u coaBt. npoananusupoBanu peadyasratsl 11 uc-
CJIeI0OBAHUH, BKJOUYass COOCTBEHHOE, B KOTOPbLIX I1POBEleH
PETPOCHEKTHBHBIA ~aHAM3  OIMyXoJiel, JHarHOCTHPOBAHHBIX
KaK 3J10KauecTBeHHble TMCTHOLMTO3/TUCTHOLMTAPHAS  JTUM-
thoma. Beero B uccsenoBanne Bk/oueHo 164 ciyuas. [Tocse
nepecmorpa 114 w3 Hux peknaccuduumpoBanbl kKak Ki-1
AKKJI, 24 — xak T- niu B-kieroutble iumdombl, 7 OTHECEHbI
K JIpyrM remartosiornieckum 3abosepanusm. Tosbko B 19 city-
yasxX TOJATBEPIKICH JHATHO3 3JI0KAYeCTBEHHBIX THCTHOLIMTO3a/
THCTHOLUTAPHOM JIMM(OMBI.*!

K peakum soxkammsaupsam ['C oTHOCHTCS MepBHYHOE MO-
paxenre [IHC. Ono MoxkeT mposiBAATHCS JMOO HaJUUMEM
OJIHOTO MJIM HECKOJIbKMX COJIMIHBIX 00pa3oBaHHil B BellleCTBE
FOJIOBHOIO MO3ra, JIMOO [10payKEHHEM MO3TOBbIX 000JIOUEK.
Cnydan ¢ nopaxkenuem [IHC xapakrepusyrorcsi arpeccHBHbBIM
KJIMHUYECKUM TeUeHUEM C MeJUaHON BbKUBAEMOCTH 4,5 Mec.?3 36
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JInmb y oaHoro manpeHTa peluauB 3a60seBaHUS PA3BHJICH
crycTst 3,5 rofa mocje XHPYypruueckod pe3eKlUd U JIydeBoH
Tepanun.’® B npuBeIeHHOM Bblllle KJIHHMUECKOM [pHMepe
nopaxkenue [IHC koHcratupoBaHno y 6osbHOrO crnycts 7 Mec.
rocJjie ycTaHoBJeHust auartosa. CiiellyeT OTMETHTb, UTO JIpY-
rve nposiBieHust 3abosieBaHus (TIOpaXkeHHe KOCTHOrO Moa3ra,
KOXKH, ceJie3eHKH, B-CHMNTOMBI) MOJIHOCTBIO PerpeccupoBalI.
Hesposornueckasi cuMntToMaTika B BHJE CHMITOMOB BSIJIOTO
napa/nnua B 1e6iote 3abojieBaHusl, KOTopasl MocJje Hayaja Te-
paruu 4aCTHYHO pa3pellnsiach, TpakToBasach Kak MposiBJieHHe
anabetnueckoit HefiporiaTun. OHAKO, yUMTHIBAS MOC/AEylOlIee
pa3BUTHE KJIHHUUECKOH CHTYaLMH, HeJIb3s UCKIIIOUMTh HCXOJHOE
nopaxkenue LIHC. B nannom ciydae 6bi1a siBHast HE0OIEHKA
HEBPOJIOIHYECKOH KapTHHbI, KOTopast TpeGoBasia HCCle10BaHHsl
JIMKBOPA M FOJIOBHOTO MO3ra MpH nepBHYHOM 00c1eoBanuu. [To
BCell BMIMMOCTH, XOTS TOUHBIX PEKOMEH/IALHII 110 3TOMY MOBO-
1y He cyuiectyert, npu ['C c/ieyeT npoBoauTh HCcseloBaHHe
JIMKBOpa U npocuaaktuky nopaxenust [IHC ¢ camoro nauasa,
0COGEHHO MPH MYJIBTHCHCTEMHOM TOpaKeHHH. 3/1eCb yMECTHO
TMIPOBECTH aHAJIOTHIO C TUCTOreHETHIECKH POJICTBEHHBIM 3a60J1e-
BaHHEM — OCTPbIM MOHOGJAaCTHBIM Jiefiko3oM (OMounJ1), npu
KOTOPOM HCCJIEIOBAHUE JIMKBOPA H MPO(UIAKTHKA MOPAKEHHsI
LIHC Bk/104€HBI B TPOTOKOJ 00C/I€I0BAHNS H JIEUEHHUST.

[Topaxenue koxxu npu I'C siBJisieTCsl 0IHUM U3 HauboJ1ee Xa-
paKTepHbIX CHMITOMOB 3a6oJieBanusi. OHO MOXKET MPOSIBJSATLCS
HaJUYUeM OJIHOTO WJIM MHOXKECTBEHHBIX MaryJJOHOLYJIIPHBIX
00pa3oBaHUil Ha J1I0OOM yyacTKe TeJsa, HO MPEeUMYLIeCTBEHHO
JIOKAJIM3YIOLMXCSl HAa KOHEUHOCTSIX U sirofiuLiax. VX 1Bet Bapbu-
pyeT OT aHaJIOTMYHOTO C OKPYy»Kalolllel KoxKel /10 HHTEHCHBHO
¢uosieToBoro. [ucTosIOrHUeCKH  OMyXoslb  XapaKTepuayeTcst
riiy6okoil uHduabTpauueit iepMbl. MuduabTpat pacrosaraercs
TPEUMYLLECTBEHHO BOKPYT 2KEJE3UCTBIX CTPYKTYp M cocynoB.*
Kak BuHO U3 Halllero npuMepa, Xxapakrep KOXKHOTO MOpazKeHHs!
COOTBETCTBYET MOP(OJOTHUECKUM H THCTOJIOTHUECKHM MPH3HA-
KaM, OTHChIBAEMBIM B JIUTEpaType (puc. d; cMm. puc. 1).

[Ipn uMMyHOrHCTOXMMHYECKOM Hccne0Banuu auartos ['C
MpearnosaraeT SKCIpeccHio OIHOT0 UK 6oJiee THCTHOIUTAPHBIX
AHTUTeHOB, K KOTopbiM oTHocsATes CD68, CD163 u ansounm.
[Ipu 3TOM JOJIKHBI OTCYTCTBOBATH AHTHIE€HbI, MAapPKUPYIOLIHe
KJI (CDla, nanrepun), doanunxyaspusie 1K (CD21, CD35)
¥ KJIeTKH MuejounHoi Junuu (CD33, CDI13, MPO).#%
Kak CDG68, Tak W JIM30LMM HMEIOT IpaHyJ/sipHOE LUTOIIA3-
MaTHiyecKoe OKpalinBanue. B jonosiHenne K crieltnUuHbIM
TUCTHOLMTAPHBIM MapkepaM npu I'C 06bIMHO SKCTIPecCHpyIOTCst
CD45, CD45RO u HLA-DR. dxkecnpeccusi nporenna S100,
xapakrepHasi juisi KJI, o6biuHo ciabast u okasbHast.?” Tlpu
['C He obHapykuBaioTcsi MesJaHOCOMHBIN aHTHreH HMB45 u
LIMTOKEPATHHBI, YTO MO3BOJISIET OTJIMYATh 3TO 3a60JeBaHHE OT
MeJIaHOMBbI H TUTEJMAJIbHBIX OftyxoJiet.””
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Puc. 5. MNepragHekcanbHas onyxonesas UHPUNLTPaLMS B ry6OKMX ClOSX
aepmbl, x 100
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B. A. lopouun u ap.

C wameil TOUKH 3peHHsl, HanboJee TPYIHBIM B TPEICTAB-
JIEHHOM cJlydae siBsieTcsl udppepeHpanbHblil IMario3 Mexiy
['C u OMonJI. Kak BuaHO 13 aHaMHe3a, KOXKHOe TMOpayKeHHe Y
60JIbHOTO BO3HHKJIO 32 I'OJ1 /10 Pa3BEPHYTON KapTHHbI 3a00/1€BAHUS
C nopaxeHHeM KocTHoro moara. Masecthbl npumepbsl OMonJl,
JeCIOTHPYIOLIHE C MOPa’KeHHsT KOXKH, a TOJIbKO uepe3 Kakoe-To
BpeMsi NposiB/sitolecs Jefikemusatmeit.”* B nosb3y ['C cuje-
TEJILCTBYET OTCYTCTBHE IKCIPECCHH OTyX0JIEBBIMH KJIETKAMH Map-
KepoB MuesionaHoi imuun CD33, CD34, CD13, MPO, kotopble
B TOM HJIH HHOM coueTaHuu oGHapy»xkuBaiotest npu OMonJ1.

Beuny penkoctu Hozosoruu cranpapros Jeuenusi [C B
HacTosllee BpeMsl He cyliecTByeT. OmucaHHs KacaioTcsl OT-
JeJbHBIX CJlydaeB, Tae B ocHOBHOM mnpuMmenssincs CHOP u
CHOP-nono6uble pexumbl. B nanbosee mpeacraBuTebHOH
pabore A. Tseng W coaBT. NpHUBeJEeHbl pPedyJbTaThl Teparuu
24 6osbubix CHOP u CHOP-nogoGHbIMU pexkumamu. B 68 %
CJlyuyaeB JIOCTHTHYTA MOJIHAS PEMHUCCHS, MenaHa IMpPOJI0JIKH-
TEJBLHOCTH KOTOPO# coctaBuia 30 mec. u Gosiee.* Opnaxo
pa6ora ony6/nkoBaHa B 1984 r., a Ha6op GOJIbHBIX TPOBOUIICS
¢ 1973 no 1983 r. C TOUKH 3peHHUsI COBPEMEHHBIX CTaHIAPTOB
JIMarHOCTHKH PYKOBOJCTBOBATHCS TPEJICTABJAEHHBIMH JIaHHBIMH
He coBCceM KoppeKTHo. BbiGop Tepanuu B HaleMm cjydae Obli
obycioBaeH pekomenaausimu International Histiocyte Society
no reparnuu 2-CDA rucruounrosa uz KJ1.1° IIpyrum aprymenrom
SIBJISIIOTCST JIaHHble 0 TOM, uT0 2-CDA 0Ka3biBaeT UTOTOKCHYE-
CKO€ JeHCTBHE HA MOHOLUTDI (71 Vilro U BbI3bIBA€T BbIPAKEHHYIO
MOHOLHMTOINEHHUIO i 0ivo."!

3AKNHYEHNE

B sakJjioyenue xoresioch Obl OTMETHTb, YTO JdHHbIE [0 JMa-
rHocTHKe 1 JieueHnto ['C 10 HACTOSAIIEro BpeMeHH OCTaloTCs BO
MHOTOM TIPOTHBOPEUMBBIMHU, MOITOMY KaXK/IblF PACCMOTPEHHBI
caydaii 1azke Mpy HeyLOBJAETBOPUTEbHBIX pe3yJibTaTax Tepanum
MO3BOJIUT Jydlle noHsaTh npupoay ['C u cchopmupoBath Gosiee
COBepIIEHHbIE MOAXOJIbI K IHATHOCTHKE H JIEUEHHIO ITOTO TsXKe-
Jioro 3aboJieBaHus.
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