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B mpencraBieHHOM KJIMHUYECKOM Cydyae ecThb
HECKOJIbKO Ba>KHBIX MOMEHTOB, MOMJIEXalIUX 00
cyxneHnto. Ha KIMHUKO-TIaTOmOroaHaTOMMY€eCcK Ol
KOoH(depeHIIuU ObIIT0O OTMEUeHO, YTO OOobHasl CKOH-
Yajach OT BUPYCHOW ITHEBMOHUM TSKEIOro Tede-
HUS, XOTS Pa3BUTHE CTONb OOIIMPHON MHEBMOHUU
IUIS TallMeHTKU 22 JeT HeTunu4Ho. bbicTpoe pac-
ITpOCTpaHeHWe CyOTOTaTbHOM WHOUIBTpAuu 00y-

CJIOBJIEHO TMITOBEHTWIsILIME Ha (OHe MaCCUBHOIO
TpoM0o03a BeTBeil JIETOUHBIX cocynoB. PassuTre maH-
HOI TaTONIOTMU MOXHO OOBSICHUTH HM3KOH peak-
TUBHOCTBIO opraHusmMa (MMMyHonebUIIUT) Ha (oHe
Kenme30nedUIIUTHON aHEeMUU TSKETOro TedeHUs,
KOTOpasi, BEPOSITHO, CTajla Pe3yJbTaToM MOOOUHOrO
addekta BAJl mis moxymaHUS M aJIMMEHTapHOrO
daxkTopa.

YK 616.411-006.441-039.42: 616.155.294: 616.155.194.18: 615.277.3: 615.373 MO3

MATOTEHETUYECKOE JIEYEHUE MAIIMEHTKU C HEXO/XKKMHCKOM
JIMM®OMO MAPTUHAJIBHOM 30HbI CEJE3EHKH, OCJIOKHEHHOM
CUHJAPOMOM DBAHCA

Hukonaii Anexcandposuyu Pomanenxo®, Cmanuciae Ceménosuy becemenvyes,
Kyopam Myzymounosuu A60yaxadvipos

Poccuiickuti nayuno-ucciedosamenvckuti uncmumym cemamonoeuu u mpaucgysuonocuu, 2. Cankm-Ilemepbype

Pedrepar

IIpencrapneHo kinHUYecKoe HabmoneHne 6abHON TMMGbOMOIT MapriuHaJIbHOI 30HBI CeNe3éHKH, Y KOTOPOid Imocie
5 KypcoB KOMIUTEKCHOI Tepanuu (daygapabus 25 mr/m? u nukiaodochamun 350 Mr/m>B 1-3-it 1HI) MonydyeHa KIMHUKO-
rematonorudyeckas pemuccusi. OqHako yepe3 6 Mec y MallMEHTKM pa3BUach KIMHAYECKas KapTUHA CHHIpOMa DBaH-
ca C TSKEIoil TeMOIUMTUYECKOol aHeMuell, TpoMOoLuToneHeil 1 HelTporneHueit. ITpoBonuinuch Kypchl TOpMOHAIbHOrO
JiedeHus ¢ TpaHcdysmoHHo# Tepanueit. OqHako 3bdeKT aeueHust ObUT KpaitHe HU3KUM M KpaTKoBpeMeHHBIM. CMeHa
JIedeHUsl Ha MOHOTEPAINMIO PUTYKCMMAaOboM MO3BOIMIIA TOMYIUTh MOTHYIO KIMHUKO-TeMaTOIOrMUeCKyI0 PEMUCCUIO € BOC-
CTaHOBJIEHMEM TTOKa3aTeNeil KPOoBH.

KumoueBbie ciioBa: 1uMdoMa MapruHaabHON 30HbI Cele36HKU, aHeMUsl, TPOMOOLIUTOIEeH U, TpaHCHY3UU SPUTPOLIU-
TOB, 3IO3TUH aibda, CHHIPOM DBaHca, puTyKcnMab, anturtena CD20.

PATHOGENETIC TREATMENT OF THE PATIENT WITH SPLENIC MARGINAL ZONE LYMPHOMA
COMPLICATED BY EVANS SYNDROME N.A. Romanenko, S.S. Bessmeltsev, KM. Abdulkadyrov. Russian Scientific and
Research Institute of Hematology and Transfusiology, Saint-Petersburg, Russia. A case report of a patients with splenic
marginal zone lymphoma, in whom clinical remission was initially achieved by 5 continuous courses of combined treatment
with fludarabine 25 mg/m? and cyclophosphamide 350 mg/m? at days 1-3. Nevertheless, 6 months after patient developed
a clinical picture of Evans syndrome, characterized by severe hemolytic anemia, thrombocytopenia and neutropenia.
Corticosteroid treatment accompanied by blood transfusion was initiated, the effect was marginal and short-lasting.
Switch to rituximab monotherapy allowed to archieve complete clinical and hematological remission with full blood count
parameters reversal. Keywords: splenic marginal zone lymphoma, anemia, thrombocytopenia, red blood cells transfusion,

erythropoietin alpha, Evans syndrome, rituximab, CD20 antibodies.

HexomxkuHckass nuMmdoma MapruHaibHOR
30HbI cene3éHku (JIM3C) — onnH 13 BapUaHTOB WH-
MONEHTHBIX B-KJIeTOUHBIX JTUM@OM, BKIIOUAIOIIUX
Tak>Ke HomaJIbHbIe JTMMGOMBbI MaprUHAIBHONU 30HBI
1 9KCTPaHOMATbHYIO MYK030aCCOLIMM POBAHHYIO JIMM-
domy [8]. donsg JIM3C cocrapisieT pubIn3UTEIHLHO
3% cpenu Bcex nmMGOM, 3aboeBaHIE BCTpeIaeTcst
yare y mamueHToB crapire 50 jer. OCHOBHBIE TPO-
apnennst JIM3C — cruieHoMeranus (MHOraa ¢ Ipu-
3HaAKaMU TUTEPCIUIeHN3Ma) U TTopaXkeHre KOCTHOro
mosra. Uspenka nipu JIM3C pasBuBaercss u3onupo-
BaHHasl ayTOMMMYHHasi aHeMmus [8], WJIM CUHIPOM
DBaHCa, XapaKTepusyroluiics Bbicokon (mo 20%)
JIETaTbHOCTBIO, TEMOTUTUYECKON aHeMueld, TpoMOo-
LIUTOMEHUEN C reMopparuyeckuMu IpOsiBICHUSIMU
u HeliTponieHuei [3, 6]. JInmdaneHomaTno U cuMII-
TOMBI MHTOKcHKauu Ipu JIM3C BHISIBISIIOT PenKo
[1, 4].

[Tpu nuarHoctuke 3aboneBaHus BaxkHa Mophosno-
rudeckasi 1 MUMMYHObEHOTUITMYECKAsl XapaKTeprc-
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THKa OIMYXOJIEBbIX KJIETOK KPOBU M KOCTHOI'O MO3ra,
a Takxke ormyxoneBoil TKaHu. [lpu umcciaemoBaHUU
CTEePHAILHOrO MTYHKTAaTa KOCTHOIO M0o3ra 0OHapy:K1-
BAlOT MOBBIIIEHHOE CONepXKaHue MUeTIOKaprOLUTOB
U OIMyXQeBbIX JUMGOLMTOB, HEPENKO C BOPCMHYA-
TBIMU BbIpocTaMK. MMMyHODeHOTHUITMYECKOe WC-
crenoBaHue TUMGOLUTOB Mepudepruieckoil KpoBu,
KOCTHOIO M03ra, a TaKKe UMMYHOTCTOXMMUYECKO0e
HccaenoBaHue TpermaHoOrornTaTa MmoaB3A0LIHON KOc-
TH TIO3BONIsIET MpoBecTy nudepeHIInaTbHYIO qrar-
Hoctuky JIM3C ¢ XpoHMYecKUM JTUM@OIEK0o30M,
BOJIIOCATOKJIETOUHBIM JIEKO30M 1 (DOIUTAKYJIS PHOM
nmuMmdomoii. XapakTepHasi ocobeHHOcTh JIM3C —
9KCITPECCUsT  TIOBEPXHOCTHBIX ~MMMYHOJTOOYTMHOB
kjaccoB M u D, maH-B-ki1eTouHbIX KitacTepos audde-
peanuporku (CD19', CD207, CD22", CD79a.") omyxo-
neBbIMu TuMdorutamu. HexapakTepHa peakiust Ha
anturensl CDS, CD10, CD23, CD25, CD43, BCL-6
u nukiauH DI MMMyHOMEHOTHUIT BOIOCATOKIETOU-
Horo Jeiikoza — CD25%, CD20+, CD79a’, CDIIc’,
CDI103", DBA.44, CD85*, FMC7; connukymsipHoi
muMmdomel — CD19%, CD20%, CD79a, CD10*, Bcl-6%

843
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Tabnuya 1

Kimnnko-1adoparopHbie JaHHble 00JIbHON HA MOMEHT BepU(DUKAIMHA JUATHO32

Barue (03.10.07)

Hccnenosanue Onucanue

TemorpamMma Temornobun 95 1/, sputpountsl 3,8x10/1, neiikouuTsl 41,7x10°/1, magoukosaepHble

(01.10.07) HeiTpoduisl 0%, cerMeHTosIIepHbIe HEUTpoduabl 14%, s03uHOMUIBL 0%, TUMbOOIacTh 2%,
nponuMdonuThl 4%, TumbonuTsl 74% (Bcero 80%), MOHOLUTHI 6%; TpoMboLUTEL 69% 10°/1,
CKOpPOCTh ocenaHust apuTpouToB 17 Mmm/4. Tenbua ['ymmpexTa.

Muenorpamma B crepHaNbHOM TIYHKTaTe MUETOKApHOIUTE 130x10°/11. HelATpoduIbHBINA POCTOK COCTABISIET

(01.10.07) 13,0%. DosuHodbwmib! 2,6%, 6azodunst 0,2%, numdbonutsr 75,4%, MmororuTtsl 0,6%, TiIa3MaTu-
yeckue Kierku 0,4%, 3puTpouaHbBINA pOCcTOK 7,8%.

WmmyHodeHOTHIIIPO- | UMMYyHODeHOTHIT TIepu depraeckoii Kposu: CD3* (8,8%), CD19* (90,3%), CD3*/CD4* (3,9%),

CD3'/CD8" (4,2%), HLA-DR" (60,9%), CD23" (83,7%), CD5" (8,3%), FMCT7* (92,5%), CD20*
(90,4%), CD79b" (99,1%), CD38" (9,1%). 3akttoueHre: *MMYHOMDEH OTHIT TUMMOITMTOB, XapaK-
TEePHBIN UIST HEXOMKKMHCKOM JIMMGbOMBI MapriHAaIbHOM 30HBI Celle3¢HKH.

Tpenanobuoncust
MOIB3IOIIHON KOCTU
(10.10.07)

KJ1eTo4HOCTh KOCTHOrO MO3ra IMoBbIIeHa, OKoI0 80%; reMoro33 IpeacTaBieH Tpemst
pPOCTKaMU KpoBeTBopeHust. OKOIO TPeTH KJIETOYHOr0 coCTaBa MPUXOIUTCS Ha JTUMbOU I-
Hble KJIETKH METKOro pa3Mepa, (hopMupyrolie MaTOdnCIeHHbIE 04aroBblie HHGUIBTPATHI,
PacCronOXeHHbIe ITPEUMYIIECTBEHHO B LIEHTPAIbHBIX OTeaX MEKKIIETOYHBIX ITPOMEXYTKOB,
a TaKKe y KOCTHBIX Tpabeky1. JIMMGOLUTBI UMEOT siipa HeMpaBUIbHON UM yrIOBaTOM
opMbI, TUITEPXPOMHBINA XPOMATUH. SIAPHIIIKK He BbIPaskeHbl, IIUTOIIa3Ma ¢1abo pa3BuTa.
Cpey MeNKHX KJIETOK PacroiararTcs MMMYHOOIACThI, BUIHBI Sapa HOTUKYIS PHBIX
TEHIPUTUIECKUX KJIETOK. JIMMbOUIHbIE KJIETKH Pacronaralorcss MeJTKMMHU TPYIIaMy 1 B
MHTEPCTULIMN CPENM FeMOIMO3THYECKUX KIIETOK. ['eMOI033 TpEXPOCTK OBBIM, 3pUTPO-MHUETOU -
HOe CooTHOLIeHUE 1:4. DPUTPOI033 ¢ BbIpaXKEHHBIMU MeranobiacTonIHbIMK YyepTamMu. I'pa-
HYJIOMO033 MPENCTaBIeH KJIeTKaMU BCeX CTauuii co3peBaHMsl. MerakapuoLUThl B yMEPEHHOM
konuuectBe. OKpacka 1o ['opmoHy BbISIBIJIA 04aroBbiii pubpo3 pasmepom 3 cM.

I/IMMYHOFI/ICTOXI/IMI/IH
(10.10.07)

ITpy MMMYHOTMCTOXMMUYECKOM MCCIeNOBAaHNM TpernaHob1onTaTa MOAB3IOLIHON KOCTU B
oyarax MHTepCTULIMATbHON MHOUIBTPAllMY BhISIBIEHA BhIpaskeHHas aKcrpeccus CD20*
(90,4%). Dxcnpeccust CDS, uukianHa D1, CD10 B Hux HeraTuBHas1. BeipaskeHHas1 aKcrpec-
cus bel-2, a KpynHble KJIeTKN Thmna MMMyHoO1acToB mo3uTuBHbl Ha CD30. AnTuren CD23
BBISIBJIEH Ha QO/UTMKYISIPHBIX T€HAPUTUYECKUX KJIeTKaxX, 00pas3ylolnX odarun nHuiIbL
TpaToB. B coctaBe MHOWIBTPATOB TaK>Ke MPUCYTCTBYIOT U T-KJI€TKH, K CIPECCH pyIoLIe
CD3 u CD5. 3akitoueHure: JTaHHasl KapTUHA BO3MOXHA MPU MOPakeHUN KOCTHOrO Mo3ra
B-kierouHoit 1uMdoMoil HU3KOI cTerneHn 3T0KauecTBeHHOCTH (cene3éHouHast 1uMdoma
MapruHajJIbHON 30HBI); KPOME TOr0, €CTh MPU3HAKY AMCIPUTPOIT033a.

XpoHm4eckoro juMmaoneiikoza — CDI19°, CD79q,
CD5, CD23', CDI10- [1, 4, 7].

B neuernnn JIM3C npuMeHSIOT XUpyprudecKkue
(CTUTEHPKTOMMSI) ¥ MEIMKaMEHTO3HbIe (XMMUOTe-
panusi) Meroabl. CIIeH3KTOMUSI T103BOMIsIET ObICTPO
NOOUTBCS YIYULIEHUsI COCTOSIHMSI TTallMeHTa Onaro-
maps KyMUpOBaHWIO CHHAPOMa THUTIEPCIIeHN3Ma
Y YMEHBIIIEHUIO OMmyXoneBoil Macchl [5]. Xoporiuii
OTBET IMOAYYaloT U Ha XUMMOTEeparieBTUYecKoe Jie-
YeHHue, BKIIOYAlollee aJKWJIMPYIOIIe areHThl U
nypuHoBble aHajoru [l, 4]. B mocinenHue romel B
snedeHnmn 60nbHBIX JIM3C cTanu mprMeHSITbh MOHO-
kioHanbHbIe aHTU-CD20 anTuTena (putykcumab) B
BUI€ MOHOTEpAIIMU, YaCTO MO3BOMSIOIINE TOTYIUTh
CTOMKMIT OTBET Ha Teparuio, 0COOEHHO y MallMeHTOB
C CMHIPOMOM DBaHCa, MPU KOTOPOM JIETaJIbHOCTh
cocrasisiia go 15-20% [2, 6, 7].

Hwuxe npuseném ciydyail U3 mpakTUKU, TeMOH-
cTpupyoouii 3pdeKTUBHOE MPUMeHEHNe MOHOTe-
panuu putyKcumabom y 6onbHOM JIM3C ¢ cuHapo-
MOM DBaHcCa, paHee JIEUeHHOU XMMUOTepanueil u
TOPMOHAJIBHBIMU TIperapaTaMu.

ITon Hamwum HabaromeHUEeM Haxoausiaach Malu-
entka C. 63 yer, KoTopast o0paTuiach 3a MEIUIMH-
CKOI Tmomombio B okTsi6pe 2007 T. ¢ 3kajmobaMu Ha
BbIPa’KEHHYIO TMOTJIMBOCTb, YMEPEHHYIO Cl1aboCTh,
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CHM)KEHMe Macchl Tela Ha 11 KT B TedeHUe MocIe-
Hero roma. M3 aHaMHe3a: cuuTana cebsd OONbHOI
B TeUEHHMe roma, K Bpauy BIepBble obpaTuiach B
nekabpe 2006 r. Torma mpu OOBEKTUBHOM 0OOCTE-
IoBaHWM ObUla BbISIBIEHA CIUIeHOMeranus (+5 cM
n3-mon Kpast pédepHoit myru). [1pu yabTpa3ByKoBOM
MCCIIENOBAHNM OPraHOB OPIOIIHOM TMOMOCTU TakKKe
obHapyxeHa cruieHoMmeranus (16,2x7,0 cM ipu Hop-
Me 1o 12,0x6,0 cM), pa3Mmepsl TTIedeH He N3MEHEHBI
(5,3 cM — nmeBast moms, 12,8 cM — mpaBast qomsl; HopMa
1o 6,0/15,0 cm). JlumdaTrnueckre y3abl OPrOLIHOM
MTOJIOCTH W 3a0pIOIITMHHOIO ITPOCTPaHCTBA HE YBEIH-
yeHbl. B knmuHnyeckom aHanmse kposu (12.12.2006)
yMepeHHasi aHemus (comepXkaHue TremorjioduHa
101 /), BeIpaXKeHHBIH JeiikonuTo3 (98,4x10°/1) ¢
muMdbormTozom (mumdpobmacter  1,5%, mpommmdbo-
ouThl 3%, numdouutsl 87%), Teabla ['ymmpexta. B
CTepHAJILHOM TYHKTAaTe: KOCTHBI MO3r THUTepKJie-
TouHbIi (306x10°/1). OTMeueHa CybTOTaNbHAS TUM-
daTtrueckasi UHOUIBTPALUS, TIPEUMYILIECTBEHHO 3a
CY€T 3peNbIX TMMPOUTHBIX IeMeHTOB (JTrMdobac-
THI 2%, TTponuM@onnuThl 2,8%, m1uMdbouuTsl 69,6%),
¢ Tpy0oil CTPYKTYpOil SIIepHOro XpoMaTHHa, Y3KOi
uuToriasMoii.  [1pucyTcTBYIOT MaKporeHepamuu
JTUMOOLIMTOB CO CKIamyaThiM sapoM. I 'paHymonm-
TapHbBII POCTOK Cy:KeH (Bcero HelTpoduion 14,4%),
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SPUTPOUIHBIN POCTOK OTHOCUTEIBHO cyxKeH (10%),
MerakapuoluTapHblil pocToK coxpaHéH. Ha ocHo-
BaHUU TOIYYEHHBIX MAaHHBIX OBLIO 3aIOI03pEHO
onHO u3 auMdonponudepaTUBHbIX 3aboneBaHUI
(B-k7eTouHbIif  XpOHWUYECKU  JTUMQOLUTAPHBIN
JIEiK03) ¥ TIPOBENIEHO JIeUeHKe B TeueHre 9 Mec ¢ uc-
MOJIb30BaHMEM XJIopaMOyiuia (XaopoyTuHa, 18 Mr B
11 neHb Mecsia) ¢ mpenHu3omoHoM (1 Mr/Kr Bo 2-4-i
nHU Mecsia). OnHako Ha ¢oHe Tepanny KJIMHIYeC-
KOro yaydllleHWs] He HaOaomaaoch, U MalueHTKa
ObUTa TOCIMUTAIN3WpPOBAaHA B TEMaTOIOTMYECKYIO
KJIMHUKY Poccriickoro HayqHO-MCCIen0BaTeNbCKOro
WHCTUTYTA reMaToloruy U TpaHCchy3UOoIOoruu.

ITpu mocrymieHun obiee coctossHUe OONbHOM
paclieHeHO KaK YIOBJIeTBOpUTeIbHOe. KOXKHBIE TTO-
KpOBbI ONeqHOI OKpacKu, 0e3 remMopparuyeckux
nposienenuit. [lepudeprueckue numdarnyeckue
Y3716l He MaJblIpOBaIUCh. [leueHb He yBelMYeHa,
celle3éHKa BbICTyMHajaa M3-on Kpaslh péoepHoil Ayru
Ha 9 cM. B remorpamme — aHemusl, JeKOLUTO3 C
UM GOLIMTO30M, TpoMbouuToneHust (tTabm. 1).

st BepudpmKamy quarHo3a mpoBeaeHbl Ciemy-
[ollIMe MCCIeNOBaHUs: MOACYMTaHAa MUeEIorpamma
(13 cTepHAJIbHOrO IyHKTaTa), M3ydeH UMMYHode-
HOTUT JTUMQOLUTOB MeprudepruieckKoil KpoBU MeTo-
IIOM TIPOTOYHON LIUTOGVIFOOPUMETPUH, ITPOBEIEHO
TUCTOIOrMYEeCKOe M MMMYHOTHCTOXMMUYECKOe MC-
cliefloBaHMe TPemaHoOMoNTaTa MoaB3IOLIHON KOCTU
(cm. Tabn. 1). Ha ocHOBaHWM MONY4eHHBIX KIIU-
HUKO-1a00paTOPHBIX  Pe3y/IbTaTOB MCCIEIOBAHUS
muardHoctupoBaHa JIM3C IVB cramuu. C yuérom
Hea(DEKTUBHOCTH MTPOBONMMOI paHee Teparuu
C UCIONTb30BaHMEM XJIOPOyTMHA U IpPeIHU30I0HA
OONBHO MPOBEIEHO 5 KYPCOB JIEUEHUSI 11O MPOrpam-
Me FC: ¢nymapabun 25 mr/m? (1-3-if mHM), TAKITO-
dochdamum 350 mr/m? (1-3-ir mum). IomydeH momo-
JKUTEJIbHBIN OTBET B BUIE YMEHbIIEHUs Cele3éHKU
10 HOPMAJIbHBIX Pa3MepoB, KYMHUPOBAHUSI CUMIITO-
MOB MHTOKCHKaIMKM (cTabuanM3mpoBazach macca
Teja, ucyesia MOTJAMBOCTD), YIy4llleHUs MoKasaTe-
Jieit reMorpaMMmbl (remMorsioouH 121 r/J1, spuTpouThl
4,1x10%/71, neiikonuTsl 2,9x10°/71, majouykosgepHbie
HelTpoduabl 1%, cerMeHTosiAepHble HEeUTpodUIbI
49%, so3uHOMWIBL 4%, TuMdOIUTH 35%, MOHOIIU-
ThI 11%; TpoM6ouThI 148% 10°/11, CKOPOCTH OCEnaHMs
SpUTpoluTOB 20 MM/4) ¥ MUeIOrpaMMBbI (MHUeIOKa-
pronuThl 123x10°/11, HeATpobMIBHEI POCTOK 43,2%,
s03uHOUIBL 2,4%, 0azocduabr 0,2%, TUM@OIUTHI
6,2%, MOHOUMTHI 1,6%, TIa3MaTHyecKue KJIETKH
0,4%, xynerku spuTpounHoro psua 46,0%), co cHu-
XKeHueM JuM@aTuuecKoil MHOGUIBTpaluu 00 6,2%
npoTuB 75,4% W yBeTU4YeHUEM HONU SPUTPOUIHBIX
KkJerok 1o 46,0%. OnHako Mpu MCCIeNOBaHUU UM-
MyHO(MEHOTHITIA KJIETOK KOCTHOIO Mo3ra ObLIO BbI-
SIBJIEHO TIOBBIIIEHHOE comepxkaHue B-mtumdornTo
CD57/CD20" (14,5%), yka3bIBaBIliee Ha COXpaHEHUE
MUHHUMaJIbHON pe3nIyalbHOi O0Me3HHU.

ITocne 5ro kypca Tepamuu 1mo mporokory FC
OonbHAas HAaXOOUJIACh Mo HaOMIOIeHNEeM, TTPOTUBO-
OITyXOJIEBOro JieueHus1 He manydana. OmHaKo yepe3
6 Mec mocie nocieqHero Kypca FC obiiee cocrosiHue
YXYIIIUIOCH: TOSIBUIUCH 3Kajl00bl Ha BbIPaXkeHHYIO
c1abocThb, CHUXKEHNE pabOTOCIIOCOOHOCTH, ONBIIIKY

npu xonbbe. OOBLEKTUBHO COCTOSIHWE pacleHUBa-
JIOCh KaK Tsokémoe. [1prcyTCTBOBaIM XK ENITYITHOCTD
CKJIEp M KOXHBIX ITOKPOBOB, TeMOpparn4ecKuii
CUHApPOM (TIeTeXUKM M 3KXMMO3bI, JTOKATMN30BaHHbIE
MPEUMYILECTBEHHO Ha HIKHHUX KOHEYHOCTSIX ).
IManbrnaTopHo TeveHb, cejie3éHKa W JuMdbaTruec-
Kue y31bl He yBenudeHbl. B remorpamme (17.09.08)
OOHapyXKeHbl TSKENash TeMOIUTUYecKass aHeMUS
(remornoOuH 46 r1/1, sputporuthl 1,2x102/1, pe-
TUKYTOUUTHI 34%o), JEHKOMEeHNSI ¢ HEUTpPOIeHuel
(meiikonmThl 1,5x10°/11, majoukosmepHbBIE HEATPO-
bunel 6%, cerMeHTosimepHble HeUTpodibl 35%,
303rHODUIBI 0%, TuMdoIUTH 51%, MOHOIUTHI 8%)
n TpombonuTonenus (15x10°/1), pacieHéHHBIE KaK
cuHApoM DBaHca [3, 6]. OmHaKO MpH HUCCIemoBa-
HUU CTEPHAJBHOrO MyHKTaTa M3MEHEeHWM, yKa3bl-
BaOIINX Ha peluauB U TporpeccupoBanue JIM3C,
He obHapyKeHo. B To ke Bpems BbIsiBIIeH Heddbdek-
TUBHBIA 3pUTpPOIo33 (saepHocTh 98x10°/71, Kiaerku
HelTpoduabHoro psna 36,2%, so03mHODUIB 1,8%,
6azocpunnl 0,4%, TumbounTsl 15%, MOHOUMUTHL 5,4%,
Mja3MaTuyeckre KJIeTKu 1%, SpUTpOuaHbIe KIETKU
40,2%). B mepudeprueckoii KpoB1 1 KOCTHOM MO3re
BBISIBJIEHBI ayTOAHTUTENA K KJIETKaM KPOBU (3PUTPO-
LUTaM, JIEUKOILUTAM U TPOMOOLIMTAM) U KOCTHOIrO
mo3ra. OTMeUYeHO yBeTUUeHUe Comep>KaHus o0IIero
ounupyouHa (56,0 MKMOIb/7), TIPEUMYIIECTBEHHO
3a c4ér HempsiMoi dpakunu (44,6 MKMOIb/).

YuuteiBas HAIMUYNE TSIKETON TeMOTUTHIECK Ol
aHeMUMU, JIeWKOoNeHnr (HeUTPOorneHnn ) U TpoMboru-
TOIEeHUH, OOIbHOI B Te€UeHMe Moayrona (¢ ceHTsI0psi
2008 r. mo ampenb 2009 r.) MPOBOAWJIM Tepanuio
[JTFOKOKOPTUKOUTaMH, MMMYHOCYTT PECCUBHBIMU
npenapatamMu U TpaHchy3usiMU 3pUTPOLIUTOB. BbL1O
mpoBeneHo: (1) ¢ 21.09.08 mo 27.10.08 1 xypc mpexHM-
3omoHa (1,5 Mr/Kr BHYTpb, 1-20-i1 THU), METUIIpe-
HuU30moHa (250 Mr BHYTpUBeHHO, 21-27-i1 THU C Ie-
pexonoM Ha mpuéM BHYTpb 1o 72 mr B 28-37-i1 nHM);
(2) ¢ 0L11.08 mo 28.11.08 1 xypc LUMKJIOCHOpUHA
(5wmr/kr, 1-14-i1 nHM ), nekcamera3oHa (40 MT BHYTPb,
1-4i1 nHu), merunnpenHusonona (250 Mr BHYyTpu-
BeHHO, 5-10-if THU C TepexomoM Ha MPUEM BHYTDPb
mo 72 mr B 11-284i nam); (3) ¢ 02.12.08 mo 28.03.09
3 Kypca MOHOTepanuu nekcamerasoHoMm (12 wmr
BHYTpb, 1-4i1, 9-12-i1 m 18-21-i1 mum). IlanmeHTKa
moiyJyaja exkeMecssuHo mo 6-8 TpaHchy3uii duiib-
TPOBAHHBIX 3PUTPOLIMTOB, TPOMOOIUTAPHBINA KOH-
LeHTpaT (MpU reMopparuyeckoM CUHAPOME U CHU-
JKEHUM KOIMYecTBa TpoMbomuToB no 5-10x10°/1),
dunarpactum (HeiimoreH) mo 300 Mxr. OmHako
cToiikoro 3ddeKkTa OT MPOBOAUMOrO JIEYEeHUST He
obuto. Kpome Toro, Ha ¢oHe MIUTETbHOU TOpMO-
HaJBHOM Tepanuu y OONBHON pas3BUIICS CHUHIPOM
Nuenko-KymuHra.

YuutbiBasi OTCYTCTBME OTBETa Ha TIJIIOKOKOp-
TUKOUIbI  (METUJITIPETHU30I0H,  TPEIHU3O0NOH,
JieKcaMeTa30H) M pa3BUTHE MaHIUTOMEeHUU (ayTo-
MUMMYHHON aHEeMUU, TPOMOOLUTONEHUN, HEUTpo-
MEHWU ), CBUAETEIbCTBYIOIIENH O TSKECTU TeUeHUs
CUHApOoMa DBaHCa, pacCMaTPUBAIU JBa MOIXONA K
JIGUSHUIO: CIIJIEGHIKTOMUIO W MCIOIb30BaHME MOHO-
KJIOHAJIBHBIX aHTHUTed. OT TIpemIoXeHHOW CIIeH-
9KTOMUM OoNbHas OTKasajach. HawaTo jeyeHue
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MOHOKJIOHaJIbHBIMU aHTUTeTaMu CD20 (putyk-
cumab 375 Mr/m? BHYTPUBEHHO €XeHEIEeIbHO) B
BUIIE MOHOTEpamnuu, TMpoBenéH 2-MeCSYHbIN Kypc
CTUMYJIUPYIOIIEH 3PUTPOINO33 Teparuu [3MO3TUH
anbda (apanbdon) 10 000 ME nmonkoxHo 3 pa3a B
Henento] ¢ 16.04.09 mo 04.06.09. Yxe nocie 2 BBeme-
HUII pUTYyKcMMaba oTMe4yeHa IMOIOXKUTENbHAs IU-
HaMUKa: MpeKpalieHbl TpaHchy3uu SpUTPOLIMTOB
BCJIENICTBUE YIYJIIEHUS] OMOXMMUYECKUX T0Ka3a-
Teneil KpoBU (KOHIIEHTpalusl o0iiero ouinpyorHa
19,3 mxmonb/n). ITocne &it nHGy3Un puTyKCcrMaba
HOPMaJIM30BaJIMCh TOKA3aTeld TeMorpaMMbl (Te-
MornobuH 124 r/a, sputrpouutsl 3,5x10%/1, meii-
KouuThl 3,8x10°/1, roHble 1%, Taa0YKOsIIEPHbBIE
HeUTpodunbl 6%, CerMeHTOsiIepHble HeUTpOodUIbl
50%, s03uHODUIBI 2%, 6a30duabl 1%, TUMOOLUTEI
32%, MoHOLUTHI 8%; TpomOoumThl 102x10°/1, cKo-
pocTh ocemaHus 3puTponuToB 21 mm/u). Kpome
TOro, TojlIydyeHa IOAHAs KJIMHUKOTeMaTolorudec-
Kasi U MMMYHOMEHOTMIIMYECKasi PeMUCCUSl, TOf-
TBEpXKIEHHAS MCCIeNOBaHUEM HMMYHOMGEHOoTHIa
KOCTHOTO MO3ra METOIOM IPOTOUHON LIMTOMETPUU
(CD5*/CD20* menee 0,1%), coxpaHsiomasicss 10 Ha-
CTOSIILIETO BPEMEHU, TO €CTh B TeueHue 3 JieT.

B 3akiioueHue, HeXOMXKKUHCKas JIuMdboMa
MapruHaJIbHOU 30HbI CeNe3EHKU Y MALlMEHTKU Ipo-
SIBJISIIACH CIJIEHOMerajueil, CMMIITOMaMU WHTOK-
CUKallMd U CUHIPOMOM DBaHca (ayTOMMMYHHOI
aHeMueli, TpoMOOUTOIeH e, HeliTponeHuel). Te-
panus 1o nporokony FC Oblna pe3yabTaTuBHA: MO-
JlydeHa KJIMHUKOTEMATOIOrnyeckasi peMUccusi, HO
yepe3 MOIroga pa3Bujcs cMHAIpoM DBaHca. [Ipume-
HEeHME B pa3IMYHbIX KOMOMHALIMSX TOPMOHAIbHbBIX
CPeNCTB B HAIlleM CTydae He TTPUBEIO K MOTOKUTEb-
HOMY OTBeTy. MoHoTepanus puTyKcumMaboMm, KOTO-
PYIO UCTIONB3YIOT [UIS1 JISYeHUs CHHIpoMa DBaHca, B
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TOM YHCJIe TIPH HEXOMXKWHCKON JTuMdoMe Mapru-
HaJIBHOM 30HbI Cele3€HKU, TTO3BONIMIIA Y NAllUEHTKU
KYMUAPOBaTh TEMOJIUTUYECKUIA KOMITOHEHT, TOIYy-
YUTH TMOTHYIO KJIMHUKOTEMaTOIOTMYECKYIO PEMIUC-
CHIO C BOCCTAHOBJIEHUEM ITOKa3aTeleil KpoBU.
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