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Richter syndrome with primary cuta-
neous presentation in a patient with
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Summary:

It is a case report of the patient with chronic lymphocytic
leukemia (CLL) who received treatment with alkylating
agents, purine analogs, anthracyclines, rituximab, glucocor-
ticoids, and after 4 years of the disease developed Richter
syndrome with primary presentation in the skin.
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PE®EPAT

MpuBoOMTCS onucaHue 605bHOrO, Y KOTOPOro B Bo3pacTe 48 net guarHo-
CTUPOBAH XPOHMYECKMI NUMAONENKOo3. epuogmyecku nony4an pasnuy-
Hble KypCbl XMMUOTEpanuu, BKIO4aloLmMe ankuivpyowme npenaparsl,
nypvHOBLIE aHanoru (dnynapaduH), aHTPaUMKINHLI (MUTOKCAHTPOH), MO-
HOKJ/OHanbHble aHTUTena (MabéTepa), KOPTUKOCTEPOVAHbIE FOPMOHbI (AeK-
cameTasoH). Ha 4-m rogy 3a6onesaHus y 601bHOro NosiBUIINCH OMyXONeBble
06pa30BaH1sA Ha KOXe rofoBbI, TYNOBMLLA M KOHEYHOCTEN, CIIN3UCTON HOCca
1 poTornoTku. MNpu rMCTONOrMH4ECKOM 1 UMMYHOTMCTOXMMMYECKOM 1CChe-
OOBaHWUsIX OMAarHOCTUPOBaHO pasBuUTUe AMA(Y3HON B-KpynHOKNETOYHOM
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nMMdOMbI — cMHAPOM PuxTepa.
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BBEAEHUE

Crieucuueckoe nopax<eHne KOXKH IMPH
XpoHHUYecKoM  JuMdoueiikoze  (XJLJT)
BeTpevaetes peaxo. L.Cerroni et al,' pac-
noJiaraioiine, Ccyas 1no MMeoLUMes Ty-
O/MKalMsIM, HauOOJBbIIUM KOJMUECTBOM
HaOJIIOJIeHUH, cooOLIAlT 0 42 GOJIbHBIX
XJIJI, ucenenoBaHHbIX 110 MOBOJLY CHeLH-
(hruecKoro nopaxkeHus Koxu B JIepMaTo-
JIOTHYECKOH KJIMHHKe 3a 25 JsieT (¢ 1969
no 1994 r.). K. Agnew et al> cpemn 750
6oubHbIX XJIJI, HaGM0MABIIMXCST UMK 34
30-/1eTHHIl nepuoj, OTMETHJIM Pa3HOo-
GpasHble KoxKHble o6pasoBanust y 40 na-
LIMEHTOB, OJHAKO, JIHIIb y TPeX M3 HUX
NopakeHust KOXKH MMeJH XapakTep JIHM-
(hOWIHBIX HHUIBTPATOB CO Crieluduye-
ckoit st XJ1JI uMMyHOrHCTOXHMHYECKOH
KapTHHOM.

OnucblBaeMble Pa3HbIMH aBTOpPaMH
crielMHIecKHe MOPaXKEHHsT KOXKH pas-
HOOOpa3Hbl 10 BHELIHEMY BHIy — 3TO
namnyJsbl, MATHA, y3eJKH HJH JOBOJBHO
GodibLie OMyXoJieBble 06pazoBanusi. OHu
MOTYT ObITb JIOKQJILHBIMH HJIH HOCHTD re-
HepaJIH30BaHHbIl Xapakrep, pacroJiara-
SICb Ha r0JIOBE U 1llee, TyJIOBHILE U KOHeY-
Hoctsix. HekoTtopbie aBTOpBI yKasbIBaloT,
4yTo HauboJiee XapakTepHbIMH MecTa-

MH JIOKAJIU3aLMH Criel(HUeCKUX rnopa-
JKEHHH KOXKH SIBJISIIOTCST 00JIaCTH COCKOB,
MOLIIOHKA U YILIHble PAKOBHHBL.® B cTapbix
yueGHHKAX JepMaTtosiorid 3TH 006JacTH
YKa3bIBAJIMCh KaK HanboJiee XapaKTepHble
B T€X CJIyyasix, KOrjaa KOyKHble TopaXKeHHs!
pasBuBasnch B camom Hauase XJ1J1.4

HMuorna creunduueckue nopaxe-
HUSI KOXKH TIOSIBJISIIOTCS Ha MecTe pyo-
0B, OCTaBILMXCS TI0CJIE TePeHeCeHHO-
ro herpes simplex wm, vaiie, herpes
zoster." Vabsizpienusi ist nopa)<eHuit
Kok npu XJIJI HexapakTepHbl.

B oTnesbHbIX HAOJ/IOIEHHSIX CrElH-
(hrueckue nopaxKeHusi KOXKH MOsIBJSIOTCS
B camoM HauvaJjie pazputust XJIJI u sBasi-
I0TCS TIEPBBIM TOBOJIOM /ISt 0OpallleHHs]
GosibHOro K Bpauy. Mopdosornieckoe
¥ HMMYHOTHCTOXHMHUYECKOE HCCIIeN0Ba-
HUSI B 9TUX CJIydasiX, Kak MPaBWJIo, Bbl-
SIBJISIIOT MOHOMOpP(HbIE HH(UILTPATHB-
Hble 06pa30BaHKsl, COCTOSILIHE U3 MaJIbIX
CD5- u CD19-no3uTHBHBIX JHMGOLH-
TOB, KCIIPECCHPYIOLIMX HA MOBEPXHOCTH
MUMMYHOTJIOOYJ/IMHBL € PECTPUKLIMEH Jier-
Koii 1enu. Bo Bcex ncc/ieloBaHHbIX CJIy-
Yasix ¢ MOMOILLbIO MOJMMEPA3HOH LeMHOM
peaxlln yaaaoch MOATBEPIUThb MPHHAJ-
JIEKHOCTb  JIMM(OLUTOB, 00PA3yIOLHX
KOXKHble  HH(UJIBTPATBl, W JUMOLH-

[111Y POHU wn. H.H.Bnoxita PAMH; [2] Tematonoriseckuit HaysHbi Lentp PAMH; [3] HauyioranbHbii
MEMKO-XAPYPIYecknit LEHTP M. H.A.Mporosa; 41 O Y3 MBaHOBCKas 061aCTHAR KIMHIYECKAS BOMbHMLA



Cunppom Puxtepa

TOB KOCTHOTO MO3ra JIaHHOro GOJILHOTO K ofHOMY KJoHy.>° Kak
NpaBuIo, B HHUIBTPATaX 0OHAPYKUBAETCS U HEOOJbLIOE KO-
sindectBo T-numdountoB. T-KaeTounasi MHQUILTPALHS B 9THX
CJydasix sIBJISIETCSl MOJIMK/JIOHOBOMH, ee MOXKHO PacLeHUBATb Kak
PeaKTHBHYI0, SIBJSIIOLLYIOCS OTpPaXKEHHEM MECTHOH HMMYHHOMN
peakliu B OTBET Ha BO3HUKHOBEHHE OMyXO0JIH. !

WMHorna, onHako, B OMHCAHHBIX CJydasix crieluduyeckoe
nopaxenue koxu npu XJIJ1 umeno mopdosornyeckue yepTbl
KPYMHOKJIETOUHOMH iuMpombl. Kozka Morsia ObITh €IMHCTBEHHOM
JIOKaJu3auuer JMM(GOMbI UM COYETAThCS C TOPayKeHHeM KpyTi-
HOKJIETOYHOH JIMM(POMON IPYyrUX OpraHoB M TKaHel — JIUMo-
Y3JI0B, CeJIe3eHKHU, MTeUeHH.

Passutie nuhdy3Ho# KpyMHOKIETOUHOH JTUM(OMBI Y 60JTb-
roro XJIJI, onucannoe Brnepsoie M. Richter® B 1928 . u Bro-
CJICJICTBHH HA3BAHHOE €r0 HMeHeM — CHHAPOM Puxtepa,’ siBJisi-
ercs uexooM XJIJT, 1o pasHbiM gaHHbIM, Y 2—6% GostbHbIX.5 10
PasBurue cunapoma Prxtepa 06bIuHO XapaKTepusyeTest MosiBJie-
HHeM OOLIHUX CUMIITOMOB — [OBbILLIEHHEM TeMIIePaTypPhl H 10T -
pefl Macchl TeJsia, MPOJUBHBIME TIOTAMH, CJIa60CTbIO U GBICTPBIM
yBEJIMUYEHHEM OJIHOTO WJIM, Yallle, TPYMNMbl JUMGOY3JI0B, cese-
3eHKH, neueHu. [losiBieHre KOKHBIX HHOUJILTPATOB KaK Mpo-
siBJieHHe cUHapoMa Puxrepa sIBJSIeTCS] HCKIIOUMTENLHO PEIKHM
1, HACKOJIbKO HaM M3BECTHO, CO00LIeHHs 06 5TOM OorpaHHyMBa-
I0TCS HeCKOJIbKUMH TTyOsinKatusimu. 281114 Tak | 1. Robertson u
et al,® ony6uikoBaBie HanGoOJIbIICE KOJHIECTBO HAGIOICHHI
cunapoma Puxrepa y 6osbhbIX XJIJI, oTMeTH/IH KOXKHBIE nOpa-
»Kenwusi Beero y 2 u3 39 6osbubix. L. Cerroni et al' nnarsoctipo-
BaJin cuuipom Puxrepay 2 u3 42 6osbubix XJ1J1, o6paruBuinxes
B JIEPMATOJIOTHUECKYIO KIHUHUKY [0 MOBOJY MOPaXKEHH s KOKH.

[IpuBonum coGeTBeHHOE HaOUIO/IeHHe Pa3BUTHST CHHIPOMA
Puxrepa ¢ nopaxkennem koxu y 6osbHoro XJIJ1. Ono sBaser-
sl eIMHCTBEHHBIM B Halllell TPaKTHKe Cpeu coTeH OOJIBbHBIX, Ha-
6moaasiumrxcs no nosoay XJ1J1.

KNUHUYECKUIA CNYYAN

Boabhoit 1., 52 siet, o6patuics 8 POHLL um. H.H.Bsioxuna B HosiGpe
2005 r. 110 noBojty MosiBJIeH st GYrPUCTbIX 06pa30BaHKIl Ha KOXKe roJio-
Bbl, TYJIOBHILA H KOHEUHOCTEH U OLICTPOrO YBEJHUEHHS HX PA3MEPOB
KOJIHYECTBA.

W3 anamHesa u3BectHo, uto B utosie 2001 r. npu oGpatiieHnH K Bpa-
4y 10 MeCTy XHTeJbCTBA 10 MOBOJY OCTPOrO PeCIUpPaTopHOro 3abose-
BaHusl y 6oJibHOrO Gbll guarHoctuposad XJ1JI. Kosnuecrso seitkorim-
TOB B TO BpeMsi cocTaBJisiio 19X 10°/a1, u3 Hux JUMBOLUTOB — 67%.B
MHeJIorpamMme TUMGOLUTH cocTaBisin 68,2 %. [TocKosbKy ypoBeHb re-
MOIJI06HMHA, KOJIMIECTBO SPUTPOLIUTOB H TPOMOOLUTOB ObLIH HOPMaJIb-
HBIMH, JiedeHHe GOJIbHOMY Ha3HauyeHo He Oblio. B despase 2002 r. ko-
JIMYECTBO JIEHKOLUTOB B KPOBH JIOCTHIIO 49 X 109/J1, 13 HUX JIMMOLH-
T0B — 86%. Cosleprkatue reMorJo0HHa, YUCI0 SPHTPOLIHTOB U TPOM-
6OLUTOB OCTABaJIUCh HOPMAJILHBIMU, pa3Mepbl JIMM(OY3JI0B — JIHIIbL
HE3HAUUTE/IbHO yBEJIHUeHHBIMH. JleueHus He roJyJat.

B mae 2002 r. KosiMuecTBO JIEHKOLMTOB B KPOBH YBEJIHYHJIOCH J10
62 x 10°/n, u3 nux aumdountos — 92%. BosbHOl KOHCYIETHPOBAH
B [emarosornyeckom HaydHoMm tienTpe PAMH. Bbiio pekomennoBaHo
siedenne no cxeme COP ¢ nocsenytolteli noyiep:KuBatoLLeil Teparnueit
uuKaodocdanom uin xaopoytiroM. bosabhoii mosyuna 6 kypcos COP,
nocJie yero 1 —2 pasa B Hezesmo nosydasn uukaodocedat no 300 mr. Co-
CTOSIHHE 0CTABAJIOCh Y/I0BJIETBOPUTENbHBIM J10 heBpalst 2003 r., Ho oT-
Mevasioch MoCTereHHoe YBeIHueHHe pa3MepoB JHMGOY3JIoB B LIEHHO-
HaJIKIIOYUYHbBIX, MOJAMbILICYHbIX U MAaXOBbIX OﬁﬂaCTﬂX, cTaJjia rnaJibIiu-
poBartbcsl cesedenka. [1pu nMMyHO(EHOTHIIHPOBAHHH KJIETOK KPOBH U
koctHomoarosoro nyHkrata (POHLL PAMH, 20.02.03) Gbi1 noaTBepak-
ned juardo3 XJIJT (B kpoBu CD19+CDS+iuMbountsl cocTapisiiu
61,9%, CD19+CD23+ — 47%, CD38+ — 15,1 %, B KOCTHOMO3T0-
BoMm nyHkrate CD19+ CD19+CD5+ sumdountsl coctaBsiim 79,8%,
CD19+ CD23+ — 45,3%, CD38+ — 15,3%).

B ¢espaiie 2003 r. GosbHOI BHOBL KOHCYJILTHPOBaH B [ematosorn-
ueckoM HaydHoM uentpe PAMH, rie emy Gbl10 peKOMEHI0BaHO Jieye-
nue 1o cxeme R-MFCD: purykcumab (ma6Tepa), MUTOKCAHTPOH, ty-
napa6uH, Lukiaodocdan, jeKcaMeTa3on. B Teuenue roga moJyuns Bee-
ro 6 LMKJIOB Tepariy yKa3aHHbIMU Npernaparamu: 3 ¢ Mma6repoii 1 3 6e3
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Puc. 1. KapTuHa nopaxeHus KoXu ronosbl fo fieHeHus

Puc. 2. ToT xe y4acTOK KOXW rofioBbl Nocse neveHus

ma6tepsl. [Tocse sToro ¢ nekadpst 2004 r. 1o masi 2005 T. noJydal Juiib
sedenne nukaodocthanom. B mae 2005 r. B CBSI3H ¢ BHOBb OTMEUEHHBIM
YBEJIMUEHHEM KOJIHYECTBA JICHKOLMTOB 1 JIMM(OLMTOB B KPOBH Haya-
T0 Jledenue duiysapabUHOM B codeTanuu ¢ Mabtepoit. Beero mosyuu 3
Kypca Takoll Teparuu, noceaHuil — B centsope 2005 T.

B nione 2005 r. 60/1bHOI BIIepBbIe OTMETHJI NOSIBJIEHHE HA CJU3U-
CTOIl PTa M Ha KOKe 110 BceMy TeJsly pasHooOpasHbIX 1o Gopme, pasme-
pam u uBety oGpasoBanuii. Hekotopble H3 HUX HOCH/IM XapakTep rsi-
TeH 6e3 YeTKHX MPaHHLL, HO Yallle STO ObUIN Pas3Hble M0 BEJHUHHE 10T~
Hble OyrpHUCTbIe KPACHOBATO - CHHIOLLIHBIE OMyX0JIEBUIHbIE 00PA30BaHHUS.
OHH HECKOJILKO YMEHbLIAIHCH B padMepax Bo BpeMsi Kypca Tepariiu, Ho
depes HeCKOJIbKO JIHEH Moc/ie OKOHYAHUS JIeueH s TPHOOpeTANH TTPex-
HHe WK Jaxke GoJlee 3HAUNTE IbHbIE Pa3Mepbl. B ceHTsiOpe mosiBuIOCH
OIyXoJIEBHIHOE 06PA30BaHHKE B [TOJOCTH HOCA, 3aTPy/HSIOLLee HOCOBOE
JIbIXaHHE.

BoabHoit o6patuics B POHLL 1 17.11.05 6bl1 rocnuTa n3upoBaH B 0T-
JleJIeH1e XHMHOTePaIiK reMo6,1acT030B.

[Tpu nocrynienun obliee COCTOsIHIE YI0BJAETBOPUTEILHOE, aK-
tuBeH. [0/10C H3MEeHEH B CBSI3U C MPAKTHYECKH MOJHBIM OTCYTCTBHEM
HOCOBOTO JibiXxaHust. Ha KosKe roJioBbI, Ty/I0BHIIA H KOHEYHOCTEl —
MHOXKECTBEHHbIE BBIMYKJIbIE, OKPYIJble KPaCHOBATO-CHHIOLIHbIE
ornyxoJieBble 00pa3oBaHusi pa3MepaMu OT FOPOLIMHBI 10 KPYMHOTO
rpeikoro opexa (puc. 1), HeKOTOpble UMEIOT HeYeTKHe Kpast U JiH-
ameTp 10 7—8 cM. Ha ciiusuctoil pra u B yriiax riia3 uMeloTcst MeJi-
Kue o6pasoBaHus Takoro ke Buja. Ha nepeane6okoBoil nopepxHo-
CTH NpaBoO roJIEHU M0/ KOxKel najbnupyercs 1naoTHoe o6pazosa-
HHe pagmepamu 12 X 7 cm. Koxa Hax HUM He M3MeHeHa, Temiepa-
Typa KOXKH He TMOBbILIEHA.

Ormeuaercsi yBesMueHue nepupepudeckux JuMQoysios — 3a-
ThIJIOYHBIX, MMOAYEJ/IIOCTHbIX, U_lel:[Hb]X, [IO[_L60p0LLO‘1Hle, HX pasmepbl OT
2 X 1,5 10 2x3 cm. [TaxoBbie JMM(Oy3Iibl yBesMUEHbl 3HAYUTENBHO H
o6pasyloT KoHriomepaThl — cripaBa 8 X 10 cm, ciieBa 4 X 5 cwm, mJjot-
HOIl KoHcHeTeHLun. [TeueHb He nanbnupyercs, najblupyercst Kpaii ce-
JIC3EHKH B [MOJIOKE€HHUH Ha MpaBOM 60Ky.

[Tpu peHTreHorpauu ¥ KOMMbIOTEPHOW ToMorpa-
(1M opranos rpyaHoil KIeTKH 0GHAPYKEHbI MHOKECTBEHHBIE YBEJH-
ueHHble JUM(OY3J/Ibl B KOPHEBbIX 30Hax obonx Jerkux. [1pu yusrpa-
3BYKOBOM HCCJIEJIOBAHHH MOATBEPIKIEHO yBeIHIeHHe TephhepHIecKux
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M.A. BonkoBa 1 coast.

JIMMOY3JIOB U Ccesle3eHKH, KoTopast IMeeT pasmepsl 16,3 X 9,2 cm, 06-
Hapy)KeHb] yBeJIMYEHHbIE J]HMq)Oy&]]b[ B 6p}0[l]HOﬁ MOJIOCTH 10 XO1y Me-
3eHTePHAILHBIX COCYI0B IHAMETPOM 10 2 X 3 CM.

[Tpu yIbTPA3BYKOBOM UCCJIeJOBAHUU MATKUX TKaHei
TpaBoil rojieHl 0GHapyKeHo 06pa3oBaHHe MOHHKEHHOH 9XOreHHOCTH,
paCI]pOCTpaHﬂ}OllLeeCﬂ [IpaKTI/l‘-leCKI/I OT KOJIEHHOI'O JIO TOJIEHOCTOITHO-
ro cyctaBoB. BoKpyr rosieHoCTOMHOro cycraBa NpU3HaKH OTeKa MSTKHX
tkaHeit. [1pn nonnuieporpadun B 0GHapyKeHHOM 00pa3oBaHUK OTpejie-
JISIeTCsT MHTEHCHBHBIH KPOBOTOK.

Auanus kpoBwu or 18.11.05: remorsno6un — 127 /a1, sp. —
4,64 x 102/n, 1. — 8,12 X 10%/an, p. — 111 x 10°/1, nan. — 6%,
cerm. — 42%, 303. — 3%, mumd. — 39%, mon. — 10%.

[pu GUOXMMHUYECKOM aHAJU3€e KPOBU NOCTOSIHHO OTMeUa-
JIOChHEKOTOPOE yBEJIMUEHHE COJIE PAKAHUS [VIIOKO3bl — 6,6 —6,7 MMOUTB/JT
(nopma 110 6,1), o61ero Guupyouna — 23—25 MKMOJIb/J1 (HOpMa J10
20), cHuzKenHe ypoBHs o61iero 6eka — 61—62 r/a (nopma 66—87) u
MOCTOSIHHO MOBbILLIEHHBIH ypoBeHb JlakTatieruaporenassl (JIIAI) — ot
625 110 734 e/ (Hopma 110 450).

Muenorpamma or 18.11.05. KocTHblii M03r ymepeHHO-
KJIETOUHBII, TPaHYJIOLUTAPHDII U SPUTPOULHBIH POCTKH Cy’KEeHbl (CyM-
Ma rpamysiouutos — 53,6%, CymMMa KJIETOK 9PUTPOMIHOTO psiia —
12,6%), TUMQOLHTLI, IPEUMYLIECTBEHHO 3peJible GOPMbI, COCTABJSIOT
31,4%. MUmmynodenorun xapaktepen ais B-XJ1J1: CD19+CD23+ —
45,6%, CD19+CD5+ — 49%. O6pauiano BHUMaHHe BbICOKOE CO-
JNepKanue JUMMOLUTOB, SKcrpeccupytoux anturen CD38 — 62,9 %.

IIpy LUTOreHeTUYECKOM HccaenoBaHuu (meron FISH)
B 52% KJIETOK obHapykena aeneunst 11q, B 23% kaetok — nesenus
17p.

[Tpu onpenesieHUU MYTALMOHHOIO CTaTyca reHoB Ba-
pnaéeJleoro pervoHa TsizKeJIbIX LLe[Ieﬁ HMMyHOI‘JlOGyJ[HHOB BbIsIBJIEHA
KJIOHaJIbHast nepectporiika VH reHoB TpeTbero cemerictBa. Bapnabeib-
HbIIl perHoH KoauposaH renamu VH3-64, D3-3, JH6. Ilpu conocras-
JIEHHH UMelolLeiicst y GOJILHOTO U FepMHHAJILHOM T0CJIeI0BaTe/ILHOCTH
reta VH3-64 crenenb romosioruu cocrasuaa 96,9%. 1o ceujeTeb-
CTBYeT O HAJIMYUKM COMATHYECKUX MyTaluil VI reHoB (1pH OTCYTCTBUH
TaKHX MyTaLlHil CTereHb FOMOJIOTHH HCCJIelyeMOT0 U 3aPOJIbILLIEBOTO Te-
HoB coctaset 99—100%).

[Tpu TPE€NaHOOUONCHUU NOJB3AOIHONU KOCTH 06HapyKeH
THIEPKJICTOUHbI KOCTHBIH MO3I 33 CUET HHTEPCTHIHANBLHOTO pa3pacTa-
HUS1 IUMQOUIHBIX KIETOK THIA MaJIbIX IMM(OLUTOB U MHOTOUHCJICHHBIX
MPOJIUMOLIUTOB.

Ilpy UMMYHOUMUTOJNOTHYECKOM HCCJEeI0OBAHUU OHO-
fnrara KOXHW oOHAapyKeH BbIPaKeHHbIH M0JMMOP(HO-KIETOUYHbI
sumbouaHblit nHUABTpaT. Meskne JUMQOUIHbIE KJIETKH TpeCTaB-
siensl T-uMdoLuTaMu, cpeil KOTOPLIX MPEUMYLIECTBEHHO BCTpeya-
torest CD8-nosioxkuTesibHblie KaeTKH. OryxosieBblil KHQUIBTPAT Mpeji-
crasjen B-knetkamu ¢ ummyHodenorunom CD19+CD20+CD21—
CD5+CD10—CD23—. Ilo cpaBHeHHIO C KJIE€TKAMH KOCTHOTO MO3ra
KJIETKH OITyX0J1eBOr0 HH(MU/ILTPATa B KOXKEe OTJIHYAIOTCS KPYIHBIMH pas-
Mepamu 1 oTcyTeTBreM antureHos CD23 n CD21. Okenpeccust mapke-
pa CD38 coxpansieTcst Ha GOJIBIIMHCTBE KJAETOK. B-K/eTouHbIi UMMYy-
HO(MEHOTHIT OMyX0JIEBbIX KJETOK, cabasi skcrnpeccust anturena CD20,
tunuunas st XJ1J1, skenpeccnst anturena CD5 B coueTanuu ¢ yTpatoit
anturena CD23 1o3Bosiniiv paclieHUTh H3MEHEHHsT B iepMe Kak Mpo-
siBJieHHe pasBuTUst y GosibHoro XJ1JI KpynHoksieToyHoil B-knetounoit
JMBOMBI.

[lpy TUCTOJOrMYECKOM HMCCJeA0BaHUU OuonTara
KOJKH BO BCeX OTJeJIax JepMbl M THIOJepMe 0OHApYXKEeH MACCHBHBIN
HHq)HJIthaT U3 J'II/IMCpOH[thIX KJIETOK THUITIa MaJIbIX J]HM(i)OlLHTOB 148 l'IpO-
MMM OLMTOB, yBEJIHUEHO KOJHIECTBO NapanMMyHOOJIACTOB, Pacroso-
JKEHHBIX JUCKPETHO. [1pH HMMYHOTHCTOXMMHYECKOM HCCIe0BAaHHH 06-
Hapy’KeHa 3KCIPECCHst JUMGMOUIHLIME KJICTKAMH HH(UJILTPATA aHTH-
retos CD45, CD20, IgM, Bcl2, ouarosas skcrpeccust CD23, cnabast
skenpeccust CD21. Ki 67 skenpeccupyior 20—25% kaeTok. YKasanHbie
MOPOJIOrHIecKHe i MMMyHOTHCTOXHMHUECKHE JJaHHbIe TAKXKe 03BOJIH-
JIM TPAKTOBATL OGHAPYKEHHbIE H3MEHEHHUs] KaK HayasbHbIE TTPOSIBJIEHHST
pasBUTHsI CUHIpOMa Puxrepa — KPYIHOKJIETOYHOM JIMM(OMBI.

Boabromy mpoBomusiock Jedenre no cxemam DHAP (umcrmatnn
200 wr, BbicokHe J103bl TapabuHa — 8000 mr, nekcamerazoH 80 mr)
EMVP (metorpekcar 2000 Mr, 3T0Mo3nj1, BHHKPUCTHH, MPEIHH30JIOH ),
MINE (mecHa, nocdomui, MUTOKCAHTPOH, TOTO3M]L), BBICOKHE J103bl
MeToTpeKcata B MoHopexknMme. [lpumenenue Kakaoifl H3 yKa3aHHBIX
CXeM JIaBaJio JIMlIb KPaTKOBPeMeHHbIH 3(deKT (He GoJiee yeM Ha 2—3
JIHs1) yMEHbBLIEHHST Pa3MepOB OMyX0JIeBbIX 06pa3oBaHuii (puc. 2).

ITpu nosroprom ucenenosanun muesorpammbl 09.03.06 cpe-
JIH TUM(OUIHBIX 3JIEMEHTOB ONpPelEJsJINCh B HeGOMBIIOM KOIHIECTBE
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(6% ) KpyIHble MOHCTPYO3HbIE KJIETKH HENPABUJIbHbIX ouepTanuil. Gop-
Ma silep 3THX KJIETOK CKJaquaTasi, CTPyKTypa XpoMaTHHA HexHas. B
SIPAX OIpesieISeTes MO ONHOI KPynHOH HyKseose. OKpacka LIUTOMJa3-
MBI 9THX KJIETOK yMEepPEHHO MJIH BbIpaXKeHHO 6a30(H/IbHa, B UACTH KJle-
TOK HMEETCs] BaKyOJIM3aLHst. 3€PHUCTOCTD He ONpPeesIsieTCsl. DTH KJeT-
KU ObJIM PaclieHeHbl KaK KJIeTKH KPYITHOKJIETOUHOH JIHM(OMBI.
Hecmotpst Ha nocTosiHHO MPOBOAMMOE JleueHHe, COCTOsIHHE GOJIb-
HOTO MOCTENEeHHO YXY/LIAN0Ch, PHCOENHIINCE MOXbEMbI TEMIIepaTy-
PBl, TIPOJIUBHbIE MOTLI, HapacTasa c1a6ocTb. bosbHOM ObL BLITHCAH H3
KJMHUKK B Mapte 2006 1. 1 BcKope ymep B GOJIBHULLE 110 MECTY 2KHTeJb-
CTBa B MOMEHT KPOBOTEUEHHS M3 OIHOTO M3 OMyX0JeBbIX 00Pa30BaHHil.
BckpbiTie He MPOU3BOAMIIOCH 110 TPEGOBAHHIO POACTBEHHHKOB.

OBCYXAEHMNE

[Tpencrasnentnoe nabojeHne Kacaetcst 60JbHOTO, Y KOTOPOTO
B Bogpacre 48 jiet Gbl1 auarHoctupoBan XJIJ1, no nosoay uero
OH T10JTy4aJl MHOTOKpATHble KypCbl Teparui, BKJOYAoLMe aj-
KHJIMPYIOLLHE TIperaparbl, lypHHOBbIE aHAJIOTH, aHTPALUKIHHDI
¥ MOHOKJIOHaJIbHBle aHTHTesa. Yepes 4 roja y 6oJbHOTO pas-
BHJICST CHHIPOM PHxTepa ¢ nopakenueM Koxu. Jleuenue okasa-
JI0Ch He3(P(HEKTHBHBIM.

Kak usBecrro, cpennuii Bozpact sadosieBiunx XJ1J1, o nau-
HBIM Pa3HbIX aBTOPOB, coctanJisieT 65—69 set. [1pn o6uieit pe-
KOCTH CHHIpoMa PHXTepa HeKoTopble aBTOpPbl 0TMeYaloT GoJlee
4acToe ero Pa3BUTHE Y MOJIOJBIX MALHEHTOB.

Tak, B uccaenosanuu, raounsineM 1011 Gomnbubix XJ1JI,
o61ast uactota cunapoma Puxrepa coctasuaa 2,2 %, mpn 31om
y GOJIbHBIX MOJIOKE D5 JIeT OH BCTpevascsl B O pas yalle, ueM y
GoJIbHBIX GOJIee CTapLIMX BO3pacTHbIX rpynit: 5,9 u 1,2% coot-
setcTBenHo (p < 0,00001)."

Y Haitero 60J1bHOTO B TperaHaTe KOCTHOTO MO3ra IMpH T10-
CTYIJIEHUH B OT/IeJIeHHe XUMHOTeparnuu remoosacrozos POHLL
(uepes 4 rona ot Hauazna 3abosieBaHUs ) OGHAPYKEHO GOJIbLIOE
KOJIMYECTBO TMPOJUM(OLHUTOB, YTO OOBIMHO HE BCTpeyaercs y
60JibHBIX ¢ OsaronpustHeiM TedyenueM XJIJT u siBsiercst mio-
XMM MPOTHOCTHUECKUM MPU3HAKOM. [T0CKOJILKY 10 MOCTYIIeHHS]
B POHLI 6osbHOMY TpernanoGHOIICHsI KOCTHOTO MO3ra He JieJia-
Jlach, HEM3BECTHO, GBI JIM MPOMMbOLIUTH B TPeraHaTe B Ha-
yasie 60JIe3HH HJIH TTOSIBUIIMCH Ha GoJiee MO3/IHEM JTarle yxKe Kak
NpHU3HAK H3MEHEHHs XapaKTepa 3a6oJ/1eBaHHsl.

Poub yBesnuenust KosuuecTsa npojnMgOLUTOB B TPOTHO-
3e XJ1JI nokasana B pa6ote Y. Ma et al.'® [Tepuoanuecku uceJie-
J1ys1 KOCTHOMO3TOBble MyHKTaThl 60/1bHbIX XJIJI, aBTOpBLI OTMETH -
JIU, 4TO Y Psiia IAlMeHTOB C TeUeHHeM BpeMeHH cpei 60JIbIIoro
uycaa THITMYHBIX JHMQOILUTOB 0GHAPYKHBAIOTCST OTAEMbHbIC
KPYMHbIE, HMEIOLHe HYKJI€OJIbl KIETKH, MPeBbIIAIoLIHe pa3me-
pbl 0OBIYHOTO JIUMQOLUTA B 2 pa3a, a MHOTA U Pa3Mepbl BCTpe-
vatowuxest npu XJIJI nposnmdouutos. Ilposenennsiii ananns
T0KasaJl, uTo B TeX CJ/ydasix, KOrja TakHX K/IeTOK OblIo GoJee
7%, TPOJOJKUTENLHOCTL KU3HU GOJIbHBIX Oblld JOCTOBEPHO
60J1ee KOPOTKOIf, ueM y octasibHbIX. [Ipoanannanposas Ha 60b-
ILIOM KOJIMueCTBe HaGJII0eHUI 3HaUEHHE PA3IMUHBIX TPH3HAKOB
Juist iportoda XJ1J1, aBTopbl OTMETHIIH, UTO TPOJIOJIKHTENLHOCTD
JKM3HH 78 GOJILHBIX, Y KOTOPBIX YHCJI0 KPYMHbIX K/JIETOK MPEeBbI-
wano 7%, Gblaa Takoil e, KaK MPOJIOJIKUTENLHOCTD 2KH3HH 29
60JIBHBIX C CHHIAPOMOM PHXTepa B Hce/ieyeMoil rpymre.

Y Hamlero 60JbHOTO MMEJHCh XPOMOCOMHbIE aGeppatiuy,
accOUMHUpPOBAHHBIE C TJIOXHM MporHo3oM: aeqeuusi 11q u ne-
Jietst 17p, oOyc/ioBaMBaloLasi yacTHuHyto yrpaty rena Tpb3,
obecrneynBaroLlero cTabu/IbHOCTb KJAETOYHOrO reHoMa.

M3 xpomocomHubix abeppatiuii, cBoricTBeHHbIX XJIJT, Han6o-
Jlee 3HAUUMBIMH JUIs pa3BUTHs cuHpoma Puxrepa, 1o Beeil Be-
POSITHOCTH, SIBJISIIOTCS TPUCOMHUST XpOoMOCcoMbl 12 (+12) u nene-
st AHHHOTO Tieda xpomocombl 11 (11g-). E.Matutes et al,!”
o6¢sienoBaB 544 GosbHbix XJIJ1, oGHapykuan Tpucomuto 12y
53% GOJILHBIX C KPYITHBIMU KJIETKAMH B KOCTHOM MO3Te U TOJIb-
K0y 9,7% (p < 0,001) 6e3 Takux KaeToK. Y Halero GoJbHOrO
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Cunppom Puxtepa

He Gbl1o TpucomMuu 12, Ho 6bina neseuus 11q— B 52% uccie-
JIOBaHHBIX KJeToK. 3Hauenue aeneuuu 11q23 npu XJ1JI xopo-
1110 H3BeCTHO. BosibHble ¢ 9Toit XpoMocoMHOI abeppalineil yacto
paccmaTtpuBaloTesl Kak GoJibHble «ornyxoJeBolt dpopmoit XJIJT»,
MOCKOJIbKY JUIst HHX XapaKTePHO 3HAUMTE/IbHOE YBeJIHUeHHE JINM -
(hoya/10B, 0COGEHHO B GPIOLIHON MOJIOCTH U MeIHACTHHAJIBHbIX,
a 110 HalUM HaGJIOJIEHUSIM, TaKXKe B TMOUEIOCTHBIX H IIeHHO-
HaIK/IoYHuHbIX 06/1actsx. Y.Zhu et al,'® o6caenosas 161 6041b-
HOTO pas/IMYHbIMHU JUMPOpoH(epaTHBHBIMK 3a60/1€BaHUSIMH,
JauarHoctupoBany cunapom Puxrepa y Tpex Gosbhbix XJIJT, ny
Bcex Obll1a oOHapy:KeHa feseuus 11q23.

Hekoropble aBTopbl 0TMeyaloT, 4to Jeselus 11g23 Berpe-
4aeTest MOUTH UCKJIOUNTENbHO Y 60JbHBIX XJ1JI, y KOTOPBIX reHbl
IgVH He UMEIOT MPU3HAKOB COMATHUECKHX rHIepMyTaliuii,'® Ho
y Halero 60JIbHOTO MCC/Ie0BaHie MyTallMOHHOTO CTaTyca 3THX
reHOB 0OHAPYKUJI0 HATMUKME TAKUX MyTaLUH.

CrielyeT MouepKHyTb, UTO Y Hallero GOJILHOTO HMEJIHCh
JBe HeGJIaronpHsiTHble XPOMOCOMHbIE AHOMAJIMM — JleJIeLHs]
11q u neneuust 17p. Kak usBectHo, OIHOBPEMEHHO pa3/IHUHbIE
HapylIeHHs] KapuOTHIa TPH CHHApoMe Puxrepa BcTpevatotcs
3HauMTesIbHO yatlle, ueM npu XJ1J1.'92° 3nauenue KOMGHHHPO-
BAHHBIX HAPYLICHUI KApUOTHUNA JYIsl Pa3BUTHs CHHApoMa Pux-
Tepa noArBepKaetcsi padoroit E.Matutes et al,'” o6Hapyxus-
LLIMX, YTO B rpyrre GOJIbHBIX C TpUCOMHel 12 n o1HOBpeMeHHO
JIPYTMMH XPOMOCOMHBIMH aGeppalusiMi KpyITHble KJIeTKH C aTH-
nuuHoi Mopdosorueii Berpedanuch y 70% GOMBHBIX, B TO Bpe-
Msl KaK y GOJIBHBIX ¢ TpUCOMHel 12 Kak eIMHCTBEHHOH XpOMO-
comHoii abeppateit — Jiib B 40 %.

Kak yxe yrnomunasnocn, 10 pa3BuTusi cunjapoma Puxrepa ¢
mast 2002 1. o utonst 2005 . Hai GOJIbHOI HEOTHOKPATHO MOJTy -
yaJl JledyeHne KOMOHHALMeH Pas/MuHbIX NPenapaToB: 6 LUKIOB
LIOI1, nocse yero moauep:KUBAIOLLYI0 Tepanuio LuKIodocha-
HOM Ha NPOTsKEHHM 6—7 Mec, 3aTeM 3 LHKJIA, BKJIOYAIOLIHE
MaOTepy, MHTOKCAHTPOH, duiynapabuH, uukaodocdan, Iek-
caMeTasoH, U 3 LUMKJa TaKoH e Tepanuu 6e3 MabTepbl, 3aTeM
Ha NPOTSKEHHH 2—3 Mec MOUIePKUBAIOLIYIO TePAIHIO LHKJIO-
docdanom, nocsie vero 3 Kypca JedeHHsl coueTaHueM MaOTe-
pel 1 Guynapabuna. KoxkHble H3MeHeHHs! BrepBble MOSBUINChH
y GOJIBHOTO ellle BO BpeMsl IepBOro Kypca JieueHust MadTepoi 1
thaynapabutom.

B HekoTopbIX HAGJIIOEHHSIX OTMeUaeTcst yBe/MueHHe 4acTo-
Thl CHHIpoMa PuxTepa npH yBesMUeHMM MHTEHCHBHOCTH, YMCJ/a
KyPCOB 1 UHCJ/Ia PA3IMiHBIX PeKUMOB XUMHOTepanuu. Tak, B MD
Anderson Cancer Center ¢ 1972 no 1992 r. nat6monaauco 1374
6osbHbIX XJIJ1. Cunapom Puxrepa passusicst y 39 U3 HUX, UTO CO-
crasuo 2,8 %.8 B nocsenytouye 101et, ¢ 1992 10 20021, B 970M
2Ke LeHTpe Hab/ofanuceh 2147 6onbhbix XJ1J1, cunpom Puxrepa
passusicst y 105 u3 Hux, uto cocrasuio 4,9%. Uacrora cunapo-
Ma Prxrepa Gbli1a 3HaUUTEJIBHO BhILE Y GOJIBHBIX, TTOJYYHBILIHX 110
noBozty XJ1JI Gosiee IBYX pasyinuHbIX PEXKHMOB XHMHOTEpATTHH. '
BesycnoBHo, olieHnBasi posib NPEbIIYLIEro JeUeHUs] B Pa3BUTHH
cunapoma Puxrepa, Heslb3sl He yUHTBIBATh, 4To 2—3 1 GoJlee pas-
JIMUHBIX PE?KMMOB Tepariy MoJydaloT GoJIbHbIE ¢ MPOrpecchpylo-
LM H TIJ10X0 nojatoummest Jedennio XJ1J1, npu koropom BooG-
111e yallle HabJ1IojaeTest pa3BuTHe cuHapoMa Puxrepa.

HekoTopele HccienioBaten B Moc/eHHE TOJbl OTMEUAIoT
6oJiee yacToe pa3BUTHE CHHApPOMA Puxrepa y GOJbHBIX, MOJY-
yaBLuux st edennst XJ1JI nypunosble ananoru. Tak, B ny6iu-
kauun S. Tabuteau et al*® coobiiaercsi, uto cunapom Puxrepa
na6smonanca y 6% (37 n3 620) Go/bHbBIX, MoayyaBux haya-
pabuH, uTo GbIO JOCTOBEPHO BbIIIE YACTOTHI PA3BUTHSI ITOTO
CHHApOMA B rpyrnmne GOosbHbIX, JeUeHHbIX KOMOHHALHAMHU TIpe-
napatos, He copepxkatmu aynapaduna. Eie Gosiee Bbico-
KYIO 4acTOTy CHHApOMa Puxrepa y GOJIbHBIX, JIeUeHHbIX (irysa-
pabunom, ormetusin P Thornton et al:*!' 3a 10 set, ¢ 1990 no
2000 r., neyenue dayrapabuHom Hiau JyrapabUHOM B coyera-
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HUHM C JIPyTUMH TperapaTamu (ualle BCero ¢ lHK/I0(pochanom
1 MUTOKCaHTpoHOM) nostydnst 101 GosbHO#. Cunnpom Puxre-
pa passuscs y 12 (12%) us nux. 1o ona u3 HanboJee BbICo-
KHMX U3 U3BECTHBIX HaM M0 MyOJIMKALHSIM YaCTOTa Pa3BHTHSI CHH-
apoma Puxrepa npu XJIJI. Hu y xoro us 12 60JbHbIX He ObLIO
nopakeHust Koxku. Hy»KHO OTMETHTb, YTO JIMIIb OJMH M3 3THX
60JIBHBIX TI0JTy4as (Jry1apabui B KauecTBe NepBoro JeueGHOro
CPeJICTBA, OCTa/IbHbIE — KaK BTOPYIO HJIH TPETbIO JIMHHIO Tepa-
MUK TI0C/Ie JIeUEHHST XJI0paMOyLIM/IOM, MPEIHH30J0HOM, aHTpa-
UMKJIHHAMHA. ¥Y 6 13 12 GoabHbIX cunapom Puxrepa passuics B
TeueHHe YeTbIpex MeCsILIeB 110C/Ie OKOHUaHHUsI JieueHHst (ryapa-
6unom. Takoe ke GbicTpoe pa3BuTHe cuHIpoma Puxrepa nocie
siedennst 60bHbIX XJIJT 1 hosumkysipHoit muMdomoil KoMGH-
Hauue Qaynapabuna, nukiaodocdana n MabTepsl HabJ/I0AAMHN
Y.Cohen et al.?2

Tem He MeHee poJib MyPHHOBbLIX AHAJIONOB M MOHOKJIOHAJb-
HBIX aHTHTE/1 B PA3BUTHH CHHpoMa PuxTtepa Ha oCHOBaHMM NpH-
BeJIeHHbIX PaOT HeJIb3sl IPU3HATH 10Ka3aHHOI, MOCKOJIbKY HMe-
I0TCsT M npoTuBomNosioxkKibie aanubie. Tak, L. Robertson et al®
co061IaI0T O pa3BuTHH cuHapoMa Puxtepa y 22 (3,4%) us 649
GosbHbIX XJ1J1, mo/TyuaBiunx mypuHosble anajoru, uy 17 (2,3%)
13 725 GOJIbHBIX, JIeUeHHbIX TOJILKO aJIKHJIHPYIOLLMMH TTpernapa-
TaMH, UTO He COCTABJISIET CTATHCTHUECKH J10CTOBEPHOI PAa3HHULbI.
He 6bu10 pasHuLbl U B MHTEpBaJse OT HauaJa JieueHHst 10 pa3-
BUTHSI cHHpoMa Puxrepa rnpu pas/inuHbIX JedeGHbIX MPorpam-
max. Leporrier et al®® B peaysnbraTe mpoBeIeHHOr0 GOJBLIOTO
PaHIOMU3HPOBAHHOTO MCC/IEI0BAHUS TAKKe HE OTMETHJIH pas-
HHULLbI B yacTOTe pa3BuTHs cuHipoma Puxtepa y Gosbhbix XJLJT,
JIEYeHHBIX U He JieUeHHbIX MypuHoBbiMH aHasoramu. T. Robak et
al,! nmpoaHa/n3upPoBaB 4acToOTy BTOPBIX OMyXOJIell U CHHAPOMA
Puxrepa y 1487 6osbhbix XJIJ1, u3 Kotopbix 251 60JibHOI T10-
Jlydast TOJIbKO Knaapuoun, 913 — ankunupyioline npenapars 1
323 — TO M jpyroe, He OTMETHJIH JIOCTOBEPHON pasHHLbI B ya-
CTOTE Kak BTOPBIX OIMyXoJel, Tak U cuHapoma Puxrepa B 3THX
rpynnax: cuuapom Puxrepa paseuicsty 1% GoJIbHBIX, JIEUeHHbIX
kianpuouaom, y 0,9% mosyuaBlinx ajikuiupylolye npenapa-
1 1y 0,6% GoJbHBIX, MOJyYaBIIMX 06a pexkuMa Teparnuu. Ta-
KHe ke pesysbrathbl nosydensl B. Cheson et al,? npoananusau-
POBABLIMMH YacTOTy BTOPBIX OMyXoJiel W cuHapoma Puxrepa y
2014 6onbHbIx XJLJT.

[Tatorenes cungpoma Puxrepa He coBceM MOHATEH 10 Ha-
crositiero Bpemenu. Onpejie/ieHHoe 3HaUYeHHe B €ro Pa3BUTHH
npunator Bupycy dmureiiHa—bapp (B39B). 1o numdorpon-
Bl BUPYC, KOTOpbIM HHbHIEpoBano Gosee 90% nacenenns
3emHoro 1apa.’ [Tokaszano, uto BOb BbisbiBaeT nposupepa-
uuto B-smumdouutos in vitro, 610Kupys MyTH arnontosa 3THX
KJIETOK IIyTeM MOBbIlIeHust sKcrpeccun Genka BCL-2.27 Kner-
KM, HHHLMpoBaHHble BOB, okasbiBaloTest MeHee 3aBUCHMbBIMH
OT JiefiCTBHSI HMMYHHBIX (DAKTOPOB U TO3TOMY MOTYT JI0JIbILIE BbI-
KHBaTh.” Y GOJIbHBIX € CHHPOMOM PrxTepa, HH(PHLHPOBAHHbIX
BObB, ormeuaiores ocoGeHHO ObICTPOE TeUeHHEe M PEe3UCTEHT-
HOCTb K Tepanuu.” [ToBbilieHHast npoJuhepalis KIeToK, HH-
umposanneix BOB, crocoGerByeT BO3HHKHOBEHHIO B HUX re-
HOMHBIX abeppatui.

M3BectHo, uto nuddysHas KpynHOKJIETOUHas JUMpoma
npu cuHipoMe Puxtepa pasBHBaeTcst M3 TOro e KJIOHa, 4TO H
XJ1/Ty 2/, Gonbhbix.'® B ocranbhbIx cyuasix cuagpoma Prxrepa
00OHAPYKHUBAETCS pas/nyHas KJIOHOBasi NpuHaaIeKHOCTh XJ1J1
1 1nddysHoil KpynHOKIeToUHOH uMpombl. HeraBHuMY Hccie-
noBaHusiMU* MOATBEPIKIEH YCTAHOBJIEHHBI paHee (akT:! ne-
tuHHast TpaHcopMauus XJIJT B nuddysnyio KpynHok/aeTou-
Hyl0 JIUM(OMY, T. €. Pa3BHUTHE JUM(OMBI 3 JTUM(MOIUTOB TOTO
Ke KJIoHa, KoTopblit coctasasier cyoerpar XJ1J1, oGnapyxkena y
60JIbHBIX, y KOTOPbIX /g VH reHbl He MOABEPIJINCh COMATHUECKUM
MyTaiusiM. B Tex e ciyuasix, Korja pasBUTHe KPYITHOKJIETOU-
HOF JIMM(OMBI TTPOMCXOAUT Y GOJIBHBIX ¢ MyTHpOBaBLuuMH /gVH
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reHaMH, Kak 3TO MMeJI0 MeCTO y Haiero 6osbHoro, JumMdoma
pa3BMBAETCSl U3 JPYroro KJeTouHoro Kjaona, uem XJ1JI. B stux
CJlydasix MosiBleHHEe KPYMHOKJIETOUHOH JIMM(OMBI CJIeyeT pac-
LIeHUBATb KaK Pa3BUTHE BTOPOI OIMyX0JH y GOJIBHOTO ¢ edek-
TOM UMMYHHOJ cHCTeMbl. HecOMHeHHO, UTO MHTEHCHBHOE Jleve-
HHe, 0coOeHHO cojlepKalliee TypPHHOBbIE aHAJIOTH, BBI3bIBAIOLLHE
JJUTesbHOe yruetenne T-KjaeTouHoro 3BeHa MMMYHHTETa, MO-
JKeT Crnoco6CTBOBATh PA3BUTHIO BTOPBIX OIMyXOJ€el, 0COGEHHO Yy
6OJIbHBIX C HAJIUYHEM XPOMOCOMHBIX abeppaLiil, OTpazkKaroLIkX
HecTaOU/IbHOCTD KJIETOYHOTO FeHOMA.

Ecsii KoxKHbBle Mopa<eHHsl Pa3BHBAIOTCS KaK TepBoe Mpo-
sisienue XJ1J1, onu, kak npaBuII0, XOPOLLIO TOJIAIOTCS] JIEUEHHIO
npenapatamu, ucnoJbdyeMbiMu juist Tepanun XJIJ1 u mmmdom
HU3KOI crenenn amokauectBennoctu. E. Robak et al'! onucasnn
60JILHOTO, Y KOTOPOTO MOBOJOM JYIsl 00palleHust K Bpady OblIO
NosiBJIEHHE Ha KOXKe TJIOTHBIX HHUALTpaToB. Ob6caenoBaHne
60JILHOrO 10Ka3aJjlo, 4To y Hero uMmeercs XJ1JI, a Mmopco.oru-
uecKoe 0 HMMYHOJIOTHUECKOE HCCJIeIOBAHHST YCTAHOBHIIH CIIELH -
(hudeckuit Xapaxkrep KOKHbIX HH(HILTPATOB H TPHHAJIEKHOCTh
JUMQOLMTOB U3 HHHILTPATOB H JTUM(OLHUTOB KOCTHOTO MO3-
ra 60JILHOTO K OAHOMY KJIOHY. JleueHue KnaapuOUHOM TpHBe-
JIO K HOpMaJIM3aLli KapTHHBI KPOBH U MCUE3HOBEHHIO KOXKHBIX
nHdusTpatos. OnMHcaHo yCrelHoe HCNoJIb30BaHHe MECTHOrO
YJIBTPahHOIETOBOrO 06/IydUeHHsT YISl Tepaluk CrielupuIecKoro
nopaxkenust Koxku npu XJIJ1.%

Mapenka onuceiBaeMble KoxKHBIE T-KleTOUHbIE OIMyXOJH
(rpuboBHIHBIA MUKO3, cuHApoM CesapH), pa3BUBILHECS Y GOJIb-
Heix ¢ XJIJI, kak npaBuiIo, MPOTEKAIOT M MOALAIOTCS JCUCHHIO
TaK e, KaK y 60/1bHbIX 6e3 XJIJ1.3335

B 10 ke Bpewmst sieuenue cuuapoma Puxrepa ocraetcst Tpy-
HOH Mpo6/1eMOll He3aBHCHMO OT MecTa JIOKa/M3alHH Pa3BUB-
ureficst KpynHokaetouno# snumpomel. Kak npasuio, pemwc-
CHM YHAeTCsl MOJYYHTb PEIKO, W MPOIOJIKUTENBHOCTD KH3HHU
60JIbHBIX CO BPEMEHH Pa3BUTHsI CUHAPOMa Puxrepa ucuncser-
csl nsATbio—BoCceMbio Mecsiiamu. L. Robertson et al,® npumensis
nHTeHCcHBHbIe pexkumbl Tepanuu (CHOP-BLEO, MACOP-B,
AHAP, PFA) s sieyenust 39 6o/bHbIX ¢ cuHapomoM Puxrepa,
noyuns sdekt y 16 (42%) Gosbhbix, npudem y 10 GonbHbIx
OBl JOCTUTHYThI MTOJIHBIE peMuccHi. OHAKO Mefrana npoaoJ -
JKMTEJIBHOCTH JKM3HHM CO BPEMEHM Pas3BUTHsl cuHApoMa Puxre-
pa cocraBusa Bcero 5 mec. JIuib Tpoe GOJBHBIX MPOXKUIH 60-
Jiee | rozia, ny Bcex cHHIpoM Puxrepa Gblil IHarHoCTHPOBaH Kak
nepBoe TnposiieHne 6oJe3HH, H paHee OHH HUKAKOTO JieueHHs!
te nostydasn. B nabmonenusix T.Han et al® ogun u3 Tpex Gosib-
HBIX ¢ CHHIpOMOM PuxTtepa npozkua 6osiee Tpex JeT. Y Hero CuH-
JpoM Puxrepa Takke IBUJICS EPBbIM OBOLOM /IS 00palleHus]
K Bpauy u paHee no nosoay XJIJI oH HUKaKoro JieueHus: He MO-
sydan. B nabaonenusix L. Robertson et al® nauGosbiuasi npo-
JIOJDKHTEJIBHOCTD KU3HH MIPH cHHipoMe Puxtepa gocTurhyra y
GOJIBHBIX, JUIsl JIeUeHHsT KOTOPBIX OBl HCMO/b30BaH (ayaapa-
O6uH: 17 mMec B cpefiHeM, B TO BpeMsl KaK y OOJIbHbIX, MM0Jy4aB-
1Mx Jiedenue 6e3 dynapabuna, — 5 mec. YuuTbiBas 310, B MD
Anderson Cancer Center 6blia pazpaGoTana JiedeGHasi cxema,
cozleprKatast urynapabuH, LMTO3UH-apaGUHO3M], LHKJI0(OC-
(haH, LUCTIIATHH U TPaHyJIOLUTAPHO-MaKpOodaraibHbIi KOJOHH-

ecrumynupytotnit axrop (I'M-KC®). Onnako sta seyebHast
cXeMma oKasasach He TOJIKO TOKCHUHOM, HO W Manos(heKTHB-
HOI: MOJIHAsT PEMUCCHST IOCTHTHYTA JIHLLb Y OXHOTO U3 16 60JIb-
HbIX.?” HeckousbKo Jiyuliine pesysibTaThbl MOJydeHbl MPH MpHMe-
Henun paspaborannoit B MD Anderson Cancer Center cxemsl,
KoTopylo aBTopbl HasBasu hyper-CVAD: BbICOKHe 103bl LHKJIO-
hocchana, BUHKPUCTHH, JIHTTOCOMaJbHAst hopMa JayHOpyOHIIH -
Ha, fekcametasoH, Madrepa u [M-KC®. Pemuccnn nocturny-
Thl y 43 % GosbHbIX, B ToM uncae y 27 % (8 us 30) — noJiuble.
Cpeisist POJI0JKUTENBHOCTL PEMUCCHIT cocTaBuaa 8,5 mec, 9
GOJIbHBIX TPOKKUIH 12 Mec, HO 18 % GOMILHBIX YMEPJIH OT 0CII0K-
HEHUH, CBSA3aHHbIX C JleueHHeM.*$%)

OnNBIT TpaHCIIAHTALMH CTBOJIOBBIX KPOBETBOPHBIX K/IETOK
(CKK) npu cunnpome Puxrepa noka ne6odbiuioit. J.Rodriguez
et al'® onyGuikoBa/sn gaHHbIE 0 BOCbMH GOJIBHBIX C CHHIPOMOM
Puxtepa, koTopbiM Gblyla NPOU3BE/ICHA AJIIONEHHAS TPAHCIIIAH -
rauust CKK, B ToM uncsie 1ByM GOJbHBIM — OT HEPOACTBEHHO-
ro poHopa. Cpennsisi npojosekutesibHoctb XJ1JI 10 passutus
cunpoma Puxrepa cocraBansiiia 48 mec. Bee GoJibHbIe 10 MOBO-
ny XJIJI, a 3aTem B CBsI3H ¢ pa3BuUTHeM cHHapoma Puxrepa no-
JIyUHJIH 10 2—5 pas/nyHbIX, B TOM YHMCJE U COeprKaLLUX (iIy-
napabuH, JeueOHbIX KypcoB. B Teuenne nepsbix 30 qHer nocse
TPaHCIJIAaHTALUH O U3 8 GOJILHLIX yMepJH OT MH(EKLUHOHHbIX
ocsoxkHeHu. Ko Bpemenu ny6/nKalnu 3 60JIbHBIX, B TOM 4HC-
Jie 2 MoJlyuMBIIHX TPAHCMJIAHTALMIO OT HEPOACTBEHHOTO JOHO-
pa, HaXOMJIUCh B TIOJIHOH peMuccHu B TeueHue 14, 47 u 67 mec.
B ouenb nnrepectom nabionennu [. Espanol et al'! Gosbromy
no nosojy XJIJI Gbl1a Bbino/HeHA a/IOreHHAs TPAHCIIAHTALLUS
CKK. Yepes 4 mec y Hero passuics peunaus XJIJ1 u onnospe-
MeHHO Obla JuarHoctupoBaHa Juhy3Hast KpyMHOK/IETOUHAs
aumdoma. [Tocsie mostHoro npekpatiieHust AIMMYHOCYTIPECCHBHOH
Tepanuu 1 MpoBeieHNs HeCKOIbKUX HH(Y3HH TOHOPCKHX JINM-
ouuToB nocturHyra nojHas pemuccuss u XJUJI, u aumpomsl,
KOTOpast KO BpeMeHH MyG/nKaluK pojoskaiach 18 mec.

Takum o6Gpasom, cunapom Puxrepa ocraercst 3abo/ieBaHHeM,
naroreHe3 KOTOPOTO BbISICHEH He MOJMHOCTBIO, a Tepamnus He pas-
pab6oraHa.

HecmoTpst Ha TO 4TO Mbl He TOJIYYHJIH TOJIOKHTEJBHO-
ro s¢deKra B MOMNbITKAX JieUeHHs] HALIero GOJIBHOTO, Mbl COU-
JIH BO3MOZKHBIM TIOJEUTHCST PEJIKUM HAOJIOeHHEM O Pa3BUTHH
cunapoma Puxrepa ¢ nopaxkenuem Koxku. Hannume Gosbiioro
yheIa KIeTok, sKenpeccupytoinx anturern CD38, nebaaronpu-
SITHblE XPOMOCOMHbIe abeppalud — MPOrHOCTHYECKHE MPU3HA-
KH, npeJiBellatolie naoxoi nporuos rnpu XJ1J1. Onnako B nan-
HOM HaOJIIOJIeHUH HeJIb3s1 HCKJIIOYHTD U POJIM MHOTOUHMCJIEHHBIX
KypCOB KOMOWHMPOBAHHOI Tepanuu B pa3BUTHH BTOPOIT OITyX0JIH
y 6osbHOTO ¢ XJIJI — KpynHOK/IeTOYHOI TMM(OMBI C MeTacTa-
3aMH B KOCTHBII MO3T. DT0 HabJ/I0IeHHE MOKA3bIBAET BAKHOCTh
coOJ1I0/IeHHsl TPYIHOrO OasiaHca MexK/y CTPEeMJICHHEM TOJyYHTh
MaKCHMaJIbHbIH 3(heKT OT JieueHHs, 0COGEHHO y CPaBHUTEILHO
MOJ10/10T0 GOJILHOTO C TIJIOXHM [IPOTHO30M, M HeGJIarONPHUSITHBIM
BJIMSTHUEM CaMOil Teparvy.

6. Richter MN. Generalized reticular-cell sar-
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