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SUMMARY

Lymphadenopathy is the most common unusual clinical
manifestation which may be encountered in 10-25%

of patients with hairy cell leukemia (HCL), mostly in the
abdomen. However, massive lymphadenopathy is rather
rare. The present paper presents a case of HCL in a young
woman 29 years old with massive abdominal lymph node
enlargement. The standard therapy by interferon-a. followed
cladribine led to complete remission with full resorption of
the enlarged lymph nodes. At the same time the remission
was quite short — only 2.5 years, and in the time of relapse
lymph node enlargement also occured.
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BoJiocaTok/ieTOUHBIN JIEHKO3 C MACCUBHBIM

yBeJMUeHneM JUMQOoy3J0B

JI.C. Arv-Padu, O.B. Mapeoaun, C. K. Kpasuenko, A. M. Kpemerneyras,
H.B. latidamaka, A.H. Cokoaos, B.I'. Hcaes, E. H. ¥cmunosa

PE®EPAT

VYBenudeHve nuMOyanos aBNSETCA Hanbosiee YacTbiM U3 aTUMUYECKNX
NPOsiIBNEHN BOlocaTokneTo4Horo nenkosa (BKJ1), BebiaBnsembim B 10—
25% cny4aeB, NpevMyLLEeCTBEHHO B aboMuHansHon obnactu. B To xe
Bpems numdageHonatusa npu BKJT odeHb penko 6biBaeT 3HAYUTENbHON.
B HacToswen paboTe npuseneHo onucaHue cnydaa BKJ1 y monopon na-
LUMEHTKM 29 feT C MacCUBHbIM YBENMYEHNEM aboOMUHANBHbBIX TUMAOY3-
nos. CtaHgapTHas Tepanus MHTEPEePOHOM-0L M KNaapubruHOM no3sonuna
OOCTMYb MOSIHON PEMUCCUM C UCHE3HOBEHMEM NMdaneHonaTun. Tem He
MeHee NPOAOIKUTENBHOCTL PEMUCCUM OKasanacb KopoTkon — 2,5 roga,
N B peuManBe BHOBb ObIfi0 BbISBEHO yBeNM4YeHe abaoMmMHaNbHbIX M-
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boy3anos.

Kntoyesbie cnosa
BOMIOCATOKMETOYHbIM NENKO3, MMMAOY3/bl, MON0A0N BO3PAacCT.

BBEJAEHUE

KakuzBecTHO, KJ1aCCHUECKUM ITPOSIBJIEHH -
eM BoJiocaToKJjeTouHoro Jiekikosa (BKJT)
SIBJISIETCSl  M30JIMPOBAHHOE  yBeJMUeHHe
cesie3eHKH 6e3 yBeMUeH s TUMQOY30oB,
YTO JI0 HEKOTOPOH CTENEHHU CIyKUT OJTHUM
13 aUddepeHInanbHo - IMarHoCTHIECKUX
MPHU3HAKOB 3TOTO 3a60JieBaHUs. YBeEJH-
ueHHe JUM(OY3JIOB H3Pe/IKa BCTpedaeTcs
npu BKJI, Tem He menee sinmdazenona-
THS1 OYEHb PEAKO ObIBAET 3HAUMTEJLHOM,
1 TIOUYTH BCEIJla 3TO yBeJMUeHHe KacaeTcst
He repudepuuecKuX, a BHyTpH- 1 3a6pio-
IIMHHBIX TPYIMI JUM(OY3JI0B B BOPOTax
neueHd u ceseseHku. OHAKO ¢ pacnpo-
CTpaHeHUeM MPUMEHEHHsT KOMIbIOTEPHOH
TOoMorpau B PYTHHHOH JMATHOCTHKE
yBeJMueHre a6aOMHHAMBHBIX JHMQOY3-
JIOB TIPHU 3TOM 3a60JIeBAaHHH CTaJH BbISIB-
JIITh IpuMepHo B 25 % cayuaes.'? Takum
o6pa3om, BoBJieueHHe aA6JOMHUHAIbLHbIX
(ropasio pexe — MeAHACTHUHAJbHbIX)
JUM(OY3J0B — Haubosiee yacToe He-
tunuyHoe nposisienne BKJI. Tak, cpe-
1 HeOOBbIYHBIX TposiBJeHUI 3aboJieBa-
nust y 11 nauuentoB, onyGJHKOBAHHBIX
B. Bouroncle (aBTop mepBoro onucanus
BKJI B kauecTBe 0TIE/ILHOM HO30JI0THH ) C
coaBTopamu B 1987 r., HauboJiee 4acTbiM
atMnuuHbIM - nposieieHdeM BKJI 6buio

nopaxenue JUMdoy3soB (abroMuHab-
HBIX, MeJIMACTHHAJbHBIX W TapaBepre-
GpaJibHbIX ), H3peJKa JNOCTHIAIOLINX CTe-
nenu «bulky-disease».> D. Hakimian u
COABT. BBISIBUJIM YBEJIMUEHHE BUCLIEPAITb-
HBIX JUMbOoy3noB y 6 (14 %) us 43 nauu-
€HTOB, NP 9TOM HU Y KO0 U3 19 GOJIbHBIX
C BIIEpBble AMarHoctupoBaHHbiM BKJI
smdazeHonarust He Gbljia 0OHApPYKeHa. !
ABTOpBI C/1e/1a/11 BBIBOJL, UTO JIMM(aIeHO-
rnaTusi, BEPOSITHO, pa3BUBaeTCsl Ha GoJlee
MO3AHKUX cTauusx 3abosieBanusi. l3Be-
CTeH psijl MyOJUKALMH U3 KIMHUKK NPod.
D. Catovsky o wactore BcTpeuaemocTH
U pesyJbrarax Jjedenust BKJ1 ¢ abromu-
HaJIbHOW JUMajieHonaTuei. > ABTopbl
o6HapyKHJIN yBesMueHHe abIO0MHHAIb-
HBIX TUMOy30B ¥ 25 (28 %) u3 88 na-
[IMEHTOB, Yallle B PelUnBe, 4eM B ie6ioTe
zabosnesanus (56 u 17 % cooTBeTcTBEH-
HO0). CBsI3H BO3HMKHOBEHHS JUMDaIeHO-
MaTh{ ¢ BO3PACTOM H TOJIOM MaleHTOB
BbISIBJIEHO He OblI0, OJIHAKO Obljla OTMe-
yeHa 3aBHCHMOCTb OT JUIMTEJIbHOCTH 3a-
GoJieBaHUsl M BbIPAXKEHHOCTH  CILJIEHO-
merasii. Takke OblIO MOKa3aHO, YTO
BOBJIeUeHHe JIMM(OY3JI0B Uallle BCTpeya-
Jloch npu BapuanTHo# hopme BKJT 1 uto
Teparnusi npernapatamu HHTepQepoHa-oL
M aHaJoraMu MypHHOB y 9THX MalMEHTOB
Obl1a MeHee 3(h(HEeKTUBHOM.

[eMaTON0rM4ecKIiA Hay4HbI LIeHTp PAMH, Mocksa
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B pesyabrate Habuonenus 3a 6osee ueM 200 60/bHBIMHA
BKJI Mbl BLIsIBU/IH yBestudenne Jumdoyaaos juib y 30 (15 %)
60JIbHBIX, MPHUEM TOJILKO Y JIByX OTMEUa/I0Ch HE3HAUUTEJNbHOE
yBesiueHre rnepudepudeckux (IIEHHbIX W TOAMbIIIEYHBIX )
JUMQOy370B 10 15 MM, y OCTalbHBIX MALMEHTOB OB YBEJH-
YeHbl abIOMHHAJIBHBIC JUMQOY3/bl. YBeJHUeHHbIE JUMPOY3JIbI
ObIIM PacIoIOXKEHbl B BOPOTAX CeJe3eHKH, MeUeHH, B MajoM
casibhuke, Uy 28 (93 %) 60sbHBIX MX pasMep Obl1 HEGOMBIIHM
(10—32 mm, menunana 19 mm). JInib y 2 nauueHToB Mbl Ha6JII0-
JlaJI1 3HAUMTEJIBHO yBeJIMUEHHbIe JUM(OY3JIbl, CAUBAIOLIHECS B
KpyrHble KoHrJIoMepathl. OKasasoch, 4To B Halllel MOMyJIsiiiii
60JIbHBIX JIMM(ajieHONaTHs rOpasio vallle BCTpeyasnach Kak rnpH
papuanthoii dopme BKJI (33 %), Tak 1 npu BO3HHKHOBEHHH
3abosieBanusi B MOJIOIOM Bospacte (32 % BHe 3aBHCMMOCTH OT
hopmbl 6osie3Hu), mpu THMHIHOH ke hopme BKJI yBesmuenue
AuMboy3aoB 6bL10 peakum — 9 % cayuaes. B 27 (90 %) ciy-
qasx yBesquueHne JuMpoysaoB HaG0aa0Ch Y GOMbHBIX cpasy
Ke TIPH YCTAaHOBJEHUH MarHo3a, U Tosbko y 3 (10 %) 60ibHbIX
JumdaneHonaTust pasBuiach B peuuauBe OGosesHn. Mol B
CBOEM HCCJIEJOBAHUM TaK »Ke, Kak jpyrde aptopbl,>*® uaiie
BBISIBJISLIM CJlydad JiIMM(aeHoNaTHH TIPH BbIPaXKEHHOM yBeJIH-
yeHun cejieseHku. CHIKeHUst 3¢heKTa Teparuu npenaparamu
MHTEp(epOoHa-0OL U aHAJIOraMH TTyPHHOB Mbl HE OTMETHJIU.

M3ydeHHble K HACTOSILIEMY BPEMEHH MPU3HAKH MO3BOJSIOT
OTHECTH «BOJIOCATHIE KIETKH» K B-/iMMdolintam, akTHBUpoBaH-
HeiM T-He3aBucumbiM nyTteM. [Ipeanosaraercst, 4To 5TH KIETKH
MOTYT GbITb OIMYXOJIEBBIM TTyJIOM, BO3HHUKILIMM BCJIEICTBHE OTME-
Hbl HEM3BECTHLIM OHKOT€HHBIM COObITHEM Jia/ibHeli el U de-
peHLHPOBKH B-Kj1eTOK 1 GI0KMPOBKH T-3aBHCHMOI K/I€TOUHOM
aktuBaluu.% C GOJIBIIONA CTENeHbI0 BEPOSITHOCTH OHKOreHHast
Tpancopmatus B-mumdountos npu 3Tom Jelikose cBs3aHa ¢
OJI0KAI0N MEXKKJIETOUHBIX B3AUMOJEMCTBUI U CUTHAJIOB K JaJlb-
Helieil qudpdepenuporke. [Iporpecc B U3yueHnH 3TUX Mpood-
JIeM TI03BOJISIET HAJESTHCSI HA CKOpPOe BbISICHEHHE KJIOYEBbIX
coGbITHI B TpaHc(OpMalMk aKTHBMPOBaHHbBIX B-smdoimTon
B OITyXOJIEBbIE «BOJIOCATBIX KJIETOK», @ MOJIEKYJISIpHbIE HCClle-
JIOBAHHsI TO3BOJISIT YTOUHUTh XapaKTep JieXKalluX B €€ OCHOBe
reHEeTHUECKUX MEXaHH3MOB.

[TpuunHbl, TPUBOASIIME K BOBJIEYEHHIO B OMYXOJIEBBIH TPO-
nece JUMQoysaoB B oTAeAbHBIX caydasx BKJI, moka TouHo ne
BoIsicHeHbl. Hecomuenno, MHOTHe, ecau He Bce, 0COOCHHOCTH
narorenesa u teuenunst BKJI cBs3anbl ¢ oTnesbHBIMH 6GHOJIOTH-
4eCKMMH XapaKTePUCTHKAMHU OMyXOJIEBBIX €BOJIOCATHIX KJIETOK>.
K HacrosiliieMy BpeMeHH! yCTaHOBJIEHO, UTO € BOJIOCAThIE K/JIETKH »
SIBJISTIOTCS aHOMAJIbHBIM KJIOHOM Pe3KO aKTHBHPOBAHHBIX 3PeJIbIX
B-uMOLMTOB, IOCTHTIIKX TO3/IHEH CTajuK codpeBanust.”® Jra
aKTHBALHUsl, 110-BHIMMOMY, ONpe/eJisieT G0MbIIHHCTBO Crielndu-
YeCKHX O0COGEHHOCTEH «BOJIOCATBIX KJETOK» M IPOSIBJICHHI
BKJI, T.K. conpoBoxiaeTcst NOsIBJIEHHEM Y THX KJIETOK CIIeli-
(huueckoro TpoQuIsT PeLenTopoB aare3uH, OTBETCTBEHHBIX,
BeposiTHO, 3a XapakTephyio 11t BKJT mumbounnyio nuduasrpa-
1MI0 KPACHOH MyJIbIbl CeJIe3eHKH U MeueHOuHbIX chycoB.® B To
Ke BpeMsi paHHHe CTaJlK peasn3aliii JHMMOUIHBIMU KJI€TKaMHU
«MHCTHHKTA JIOMa» CBSI3aHBI C PELENTOPAMH CEMEHCTBA CeJleK-
THHOB, MPH 3TOM L-cesiekTHH — HanboJiee BaXKHbIH HA HAYA/b-
HBIX 3Tarax MUrpalnu JUMQOLHUTOB B JUM(OY3Jbl — yTpadyeH
«BOJIOCATBIMH KJIETKAMHU», UYTO, BEPOSITHO, CJIY’KHUT OJHOH M3
MPUUYHH OTCYTCTBUSI JIMMazeHoNnaTii B GOJILIIHHCTBE CllyyaeB
BKJL.'* BoamoxHo, Bapuantsbl BKJI, nporexarotiiero ¢ ypesmde-
HUEM JIUM(OY3J/10B (0COGEHHO TIPH Pa3BUTHH JMMbaaeHomaTHH
B Ie61oTe 60JIe3HH, TIPU UCXOIHOH MaCCUBHOM JTUM(paeHOTIATHH,
TpH BOBJIEUEHHH MepHepHUECKUX 1 MEAHACTHHAIBHBIX JTUM(O-
Y3JI0B), MOTYT ObITb CBsI3aHbl C COXpaHEHHEM B psijie ClydaeB Ha
MOBEPXHOCTH «BOJIOCATBIX KJETOK» CyOCTaHIMH, CTIOCOOCTBYIO-
[IMX MUTPALHK JTUM(POUNTOB B TUMQOy3abl. C Apyroit CTOPOHHI,
nopakeHHe TMPEeHUMYyLIECTBEHHO a6IOMHHAIBHBIX JHM(OY3I0B
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B 00J1aCTH BOPOT CeJIe3€HKH IPH JIHTEJBbHO CYLIECTBYIOLIEM
WJIH TIporpeccupylolieM 3a60JeBaHHH MOXKET ObITh CJIe/ICTBHEM
MHrpaLyi JUMQOLHUTOB M3 MOPaKEHHON Cesle3eHKH B PEruo-
HapHuble auMoyaabl. [Tpusonum onmcanne BKJI ¢ BoipazkeHHOT
JuMdazneHonaTueil y Mosoio# 60JbHOH.

KJIMHUYECKOE HABJIKOAEHUE

Y nauventku I[T. M. A, 29 sier, Ha paHHHX cpokax BTopoi Ge-
PEMEHHOCTH BO3HHKJH CJIabOCTb, TOJOBOKPYXKEHHSsI, HOCOBbIE
KpoBOTeueHHusi. B KpoBH oTMeuasiachb aHeMHSI U TPOMOOLIUTO-
TMIeHUs1, B CBSI3U C ueM GoJibHasi MoJlydasia 3aMeCTUTEJbHYIO Te-
MOTpaHC(yY3HOHHYIO Tepamnuio U mpenaparhl »keje3a. Ha cpo-
Ke 6epeMeHHOCTH 35 Hell. B CBSA3H C IylyGOKOH TMaHIUTONeHHEH
(ypoBenb remorsio6una 50 r/a, TpomGoumThl 40 x 109/, eiiko-
uuThl 3,0 X 109/J1) naiueHTKe OblI0 BINOJHEHO KecapeBo ce-
ueHue, POUJICS 3l0pOBLIH peGeHok (Macca Tesa 1,9 kr, poct
43 cm). C mono3peHreM Ha OCTPLIN JIeHK03 GoJibHast Oblia me-
peBenena B kiunuky [HL] PAMH B Tsikesiom cocTosiHuu ¢ nam-
LIMTOTCHUEH U IBYCTOPOHHEH HIXKHE0/1eBOH MHeBMoHMeH. [1pu
006CJIe[I0BAHUH BbISIBJIEHBI A0COJIIOTHBIHA JTUM(OLKUTO3 U THIAHT-
cKasl CruieHoMerajus ¢ abAOMHUHAJbHON JiMMdaieHonaTuen.
Jlumcouutsl B remorpamme coctapsiin 90 %, us nux 25 % xa-
paKTepH30BANUCh KaK KPYITHbIE JUM(pOIUTHl OKPYTJIOH (POPMBbI
C HEPOBHBIMH KOHTYpaMH CBETJIO-CEPOi IIUTOMIA3MbI U c1a6o-
BbIPaXKEHHBIMH BOPCHHKAMH, CO CTEPTOH HEMJIOTHOH CTPYKTY-
poil XpoMaTHHa, OTCYTCTBHEM TePHUHYKIeapHOTO TPOCBETACHHS.
[Ipy LUTOXMMHUECKOM HMCCJIEN0BAHUN Ha TapTpaT-yCTOHUHBYIO
kucayio pocdarasy (TRAP) o6uapyskeno 26 % knetok TRAP+.
HMmmyHodenoTHnupoBanue JUMGOLHUTOB KOCTHOTO MO3Ta BbIs-
BUJIO B-JIMMOLHUTBI, KIOHAJbHBIE 110 JIETKOU A-LEIMH, HECYIIHE
mapkepsl BKJI (CD103+, CD11c+, CD25+). B muesorpam-
Me onpesesiics tuMdouuTos 10 70 %, npu 31oM 10 40 % M-
(hOUIHBIX KJIETOK COCTABJIS/IM BOPCHHUATBIE KJIETKH CO CTEPTOH
CTPYKTYpOH siipa W 0OpBIBUATBIM KpaeM LUTOMJIa3Mbl. B Tpe-
naHoOHONTaTe OCHOBHYIO MAaccy MHEJOKAPUOIIUTOB COCTaBJIs-
a1 UQQY3HO pacrosioKeHHble JUM(POUIHbIE KJIETKH He6O0Jb-
woro pasmepa ¢ mapkepamu CD20+, CD45RA+, CD79a+,
DBA44+, CD25+, CD68+, CD23—, CD5—. ¥YBejuueHnnas
cesie3eHKa 3aHUMaJa BCIO OPIOIIHYIO MOJIOCTb, €€ pa3Mep Mo
Y3U npesbiman 300 x 120 mm. [ToMmuMo 3TOro BU3yasM3upo-
BaJIMCh CUBAIOLIMECS B OOIILyI0 MAcCy KOHIJIOMEPAThl BHYTPH-
OPIOUIHBIX U 3a0PIOIHHHBIX JUM(OY3J0B B 06/J1aCTH BOPOT Te-
UEHH, MaJIOr0 CaslbHUKA, MEe3€HTePHasIbHBbIX COCYIOB, BOKPYT
A0PTbl U HUKHEH MOJION BEHbI C TePEX0/I0M Ha MOJAB3A0LLIHbIE 00-
JlacTd, obuium pazmepom 6oJgiee 120 x 70 mm (puc. 1).

GE MED!

Puc. 1. CnneHomeranus n maccusHas numdageHonatns y 60bHOM Bonoca-
TOKNETO4HbIM IeIKO30M:
1 — yBenu4eHHas ceneseHka; 2 — KOHrnomepar nmmaoy3nos
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