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Waldenstrom’s macroglobulinemia
T. V. Balakireva, N. E. Andreeva

SUMMARY
Waldenstrom’s macroglobulinemia (MW) as a nozologic

form is one of the lymphoplasmacytic lymphomas character-

ized by a wide variety of clinical and morphological manifes-
tations, which makes its diagnostics and treatment a fairly
difficult task. The present paper sums up the most recent
results of the MW research, including those based on the
author’s own experience. The issues discussed also include
some definitions of the disease as well as the differential
diagnostics and therapy of its various forms and stages.
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P E®EPAT

Makporno6ynuHemus BanbgeHctpema (MW) kak Ho3onorndeckas gopma
BXOOWT B pasgen nMmMmdoniasMoumTapHbIX TMMGOM 1 OTIIMHYAETCS MHOMO-
o6pasmem KNMHNYECKMX 1 MOPAONOrMYECKUX BaPUAHTOB. DTO 3aTpyAHAeT

€€ TOYHYI0 AMarHoCTUKY 1 Tepanuio.

B pa6oTe npenctaBfieHbl COBPEMEHHbIE Pe3ynbTaTbl MHOMOYMCIIEHHbIX
nccnegosanni MW, Bkntoyass co6CTBEHHbIE faHHble. O6CyXaalTcsa BO-
npockl onpepeneHus 3abonesanHns, guddepeHumansHas guarHocTnka 1
Tepanus pasnu4Hbix popm n ctagmii MW.

Knroyesbie cnosa
MakpornobynvH, makpornobynHemua BanbaoeHcTpema.

BBEJLIEHUE

B 1944 r. J. Waldenstrom coo6uma o
JIBYX HaOJIIOJEHHSIX C KapTHHOH cyOJeil-
KEeMHYECKOro JIMM oJeliko3a, MOHOKIO-
HaJbHBIM (MaTOJOTHUECKUM ) HMMYHOTJIO-
6yannom M (PIgM), BbicOKOI BSI3KOCTBIO
KPOBM M reMOpparuieckum CHHIPOMOM
6e3 tpombouutonenuu.! Kak B nepsoii,
Tak W B Tocselylolmx pabotax Ha 3Ty
temy J. Waldenstrom ne onpeseini Ho30-
JIOTHYECKMX paMoK 60JIe3HH, paccMaTpu-
Basi MAaKpOrJoOyJHHEMHIO KaK CHHIPOM,
TMPUCYLLME Psly HO30JIOTHUECKHX (OpM,
npexe Bcero auM@onposrdepaTHBHOTO
Xapakxrepa.

[lepBoe coobiieHne o MakporJo-
6yanHemnn  Basnpnenctpema (MW) B
OTEYeCTBEHHOH  JIMTepaType  TMpHHAL-
aexkut M. C. yasuuny u 0. U. Jlopue
(1958).2

[Tocnennue roapl, Hauunast ¢ 2000 r.,
03HaMEHOBaHbl GOJIBLIMM HHTEPECOM K
sToMy 3abosieBannio. B 1998 r. cosnana
MexaynapojgHast — opraHusauust 1o
MW — International Waldenstrom’s
Macroglobulinemia Foundation (IMWF).
Kaxnpie nBa ropa npoxoast MexiyHa-
pOZHBIE  CHMIIO3UYyMBbI,  TOCBSIICHHBIE
npo6jaemMam MW; Ha HHUX TPUHHMAIOTCS

pEeKOMEeHJaliK, Kacatolluecs omnpeje-
JIEHHsI,  TIPOTHOCTHYECKHX  (DAaKTOPOB,
KPUTEPHEB JMarHosa M JiedeHHs, Tepa-
neBTHUeCKUX noaxonoB. [Tocaennnii 5-ii
MexnyHapoanblii  cumnosuym no MW
(the 5th International Workshop on
Waldenstrom’s Macroglobulinemia —
5-IWWM) npouen B okrsibpe 2008 . B
Crokrosibme (I1IBeuus), Ha poauHe aBTo-
pa, BIEpBble OMUCABLIEro 3Ty JUMQAaTH-
YEeCKYI0 OMyX0Jlb, U TOTOMY HAa3BaHHYIO B
€ro 4ecTb.

Mtuoroo6pasne  KJIUHUKO-MOPGoJIornie-
CKMX TMpOsiBJAEHUH 3aboJieBaHWH, TMpo-
TeKaIoIMX ¢ MOHOKJIOHAJIBLHOH MaKpOrJo-
OynHeMHeH, 1ake B rpymnmne B-KaeTouHbix
JUMATHIECKKX OMyX0JIel, CTOJIb BEJHKO,
yTO, HeCcMOTpst Ha GoJiee yeM 60-s1eTHION
UCTOPUIO U3YdeHUsI, MHOTHE COTHH MyOJIH-
Kaluii, ToyHoro orpenesnenuss MW kak
HO30JIOTMYECKOM (hOPMBI JIO CHX TTOP HET.
OGbeKTHBHbIE MPUUUHBI TAKOTO T10-
JIO?KEHHST KPOIOTCSl, C OJHOH CTOPOHbI, B
06111eM3BECTHBIX TPYIHOCTSX KJaccupuKa-
MK JIUMQATHIECKUX OMyXoJiei, KOTOpble,
HeCMOTpsi Ha OOJIbILIME YCTIEXH HMMYHO-
MOP(OJIOTHUECKUX METONOB, Pa3paboTKy U

Poccuiickas MeanLMHCKas akaAemna nocneAunaoMHOr0 06pa3oBarms, Kadheapa reMatonorim v MHTEHCUBHOM

Tepanuy, Mockea
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MpUMeHeHHe B TMOCJEAHNE TO/bl MONEKYSPHBIX U [UTOTeHeTHYe-
CKHX HCCJIEIOBAHHI, BCE ellle He MOTYT CYHTAThCsl OKOHUATEbHO
PEOJIOJIEHHBIMH, a C APYTOfl — B 4aCTOl HEBO3MOXKHOCTH OMpe/ie-
JIEHUs] MOHOKJIOHAJILHOM MTPHUPOJIbI MaJI0# JIUMOITpOSIHdepaLyH.

CorJlacHO TNpebIIyIIMM COBPEMEHHbIM K/aCCH(pUKALHSM
sumaruueckux oryxodieil (Revised European and American
Lymphoma Classification (REAL, 1994)* u World Health
Organization Classification of Tumours (WHO, 2001),* MW
paccmatpuBasach kak «PIgM-cekperupytomas B-knetounas
aumdoniazmountapias aumdoma, Mopdosoruiecku npenu-
cTaBJIeHHast MaJbIMU JUMQOLUTAMH, NJIAa3MAaTU3UPOBAHHBIMH
auMdouyTaMm ¥ nIasMaTHYeCKUMH KJIeTKaMH, ¢ peumyLie-
CTBEHHBIM MOpa)€eHUEM KOCTHOTO Mo3ra, JuM(paTHyecKux
y3J0B U ceJe3eHKU; KaK npaBujo, 0e3 akcnpeccun CD5,
HepelKo KJIMHUYECKH COMPOBOXKAAIOLIASICS CHUHAPOMOM Mo-
BbILLIEHHOW BSI3KOCTH U KPUOTJI00YIMHEMUEH » . DTO onpefeie-
Hue MW 6b110 0106peHO TpYyMNol SKCMepToOB, 3aHUMAIOLUXCS
u3yueHneM ummyHorso6ysuH (Ig)-cekperupyrommx jaumbartu-
YecKHX ofyxoJiel, Ha npoBeieHHOM B AcdpuHax (Ipeuusi) B 2002 1.
2-M Mexynapojiom cumrnoguyme no MW (2-TWWM).56

CorsacHo mocsiennert  kinaccugpukauun  World  Health
Organization Classification of Tumours (WHO, 2008), MW
MO-MPEKHEMY HE BbIAEJSIETCS B OTACJBHYIO HO30J0THUYECKYIO
(hopMy H coCTaBJIsIeT JIMIIb YaCTh TPYMIbI JUMQOTIa3MOLHTap-
Heix aumdom (JIITJT). MW obosnauaercs Kak «B-knerounas
JIMJ1, st KoTopoit XapakTepHO BOBJeYEHHE B OMyXOJeBbIN
npouecc KOCTHOro MO3ra M Hajluuue MOHOKJIOHanbHoro IgM
B JII000# KOHUEeHTpauuu». MoHoKIoHa/MbHAs cekpellusi Ig Bo-
o6ue u [gM B yacTHocTH Hepenko Habogaetes npu JITTJI, xota
¥ He siBJIsieTCsl ee 06513aTeIbHbIM [IPU3HAKOM.”

Ecain oToliTH OT KpaiiHe# No3nuluu 00beIMHEeHUsT TEDPMUHOM
«MakporyiobysuHemust  Basbiencrpema» Bcex sumdatnye-
CKHMX oInyxoJieil, conpopozxaatolmxcst npoaykunedt PIgM, uro
MPOTHBOPEUHT KJIHHHUECKOMY U (0COGEHHO) TeparneBTHIECKOMY
TMOJIX0/IaM K HO30JIOTHUECKOH K/lacCH(HKALNHU, H B35IThb 33 OCHO-
By HauboJiee YeTKHe U YacTble MOP(HOJIOTHUECKHE KPUTEPHH, TO,
¢ Haieil Toukd 3penusi, MW no/ikHa ObITb onpejeneHa Kak
XpoHHYeCKMH Jelko3/aumpoma B-kietounoit npupoapl ¢
npoaykuuei PIgM B nt060# koHueHTpauuu. Ee mopdoaoruye-
CKMM CyOCTPaTOM SIBJASIOTCS! TMM(OLMTBI, NJIA3MOLMTBI M BCE
NPOMeXKyTOUHbIe (hOPMbI KJIETOK B Pa3aU4HON NPONOPLHMH.

MW naBHo onpejiesieHa Kak caMOCTOSITe/IbHAsI HO30J10THYe -
ckast opma, HECMOTpSI Ha U3BECTHOE pa3HOOOpa3ue KJIMHHYE-
CKHX U MOP(OJIOTHUECKHX BAPHAHTOB, MPHUCYIIMX MPAKTHUECKH
BceM 3a00JIeBAHUAM M3 TPYMNIbl 3PEJIOKJIETOUHbIX B-uMdonm.
Britouenne MW B paspen JIIJI cnpaBeainBo, oiHako He Mc-
KJII04aeT ee HO30JI0MHYeCKOT0 pa3rpaHuueHus OT APYTrHX BapHaH-
ToB JIT1JI, B T. u. 1 OT ceKpeTHpyIOLLUX Apyrue u3oTunsl Plg, niu
TosibKo Jierkue (L) uenu Ig, nnn Hecekpetupytomux Boo6ie. B
CYLIECTBYIOLIMX KJacCUDUKALMSAX 3PENOKAETOUHBIX B-umdom
MW zannmaet Takoe e MeCTO, KaK MHOXKEeCTBEHHAsl MHeJIoMa
(MM), Bosiocatok/ieTounbl Jefikos (BKJI), 6omeann TsKenbix
ueneit (BTLL) u 1pyrue HO30J10THH.

JkcenepumeHTanbHON Moaean MW He cyllleCTBYeT, MbILIHU-
Hble TJIa3MOLIUTOMBI C TIpojyKier IgM Xopolllo H3BeCTHbI, HO
OHH MMEIOT NJIa3MOKJIETOUHBIH MOP(OJIOTHUECKHi cyGCTpar.

MeTo/10M HIMOTHIIHYECKOTO OIpe/e/IeHHsT MOBEPXHOCTHBIX
Ig noxasano cyuiecrsoBanne npn MW K/IOHOB JIHM(OLHMTOB,
COOTBETCTBYIOIIHMX MO WIMOTHIY ChIBOpoTOouHOMY IgM, Haxons-
ILIMXCS HA PA3HBIX CTAIUAX AU (e peHIIHPOBKH MOHOKIOHATBHBIX
B-nnmdouuror.®? Cnenosaresbio, MW mno anasorun ¢ MM
npejcTaBJ/sieT COO0N UTOT OHKOJIOTHUECKHUX COOBbITHI, HMEBILIUX
MecCTo, 110 KpaiiHeil Mepe, Ha ypoBHe npe-B-aumdpounros. B or-
aurure oT MM npu MW «octaHOBKa» co3peBaHHUst OIMTyX0J1€BOTO
MOHOKJIOHA TIPOHCXOJUT Ha OoJsiee paHHUX crauusx. Kierou-
Hbli cocraB MW onpenesisieTcsi, Mo-BHAMMOMY, KOHEUHBIMH
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sTanamu JAUQQPEpeHIHPOBKH, KOTOPLIX JOCTHTAET OCHOBHAs
Macca KJETOK-TOTOMKOB OHKOTEHHO TpaHC(hOPMHPOBAHHbIX
B-KJ1eTOUHBIX PeJIIIECTBEHHHKOB ¢ KOPPEKTHBAMHU Ha TIOCTOSTH-
HYH0 M3MEHUHBOCTD B [IPOLIECCE OITyXO0JIEBOM MTPOrPECCHH.

LluToKHHETHUECKIE TTapaMeTPbl MOHOKJIOHAJBLHON JIUMO-
npoJindepaliu pu TOM 3a60JIeBaHUH U3yUeHbI 110X0. CyIis 110
OT/IEJIbHBIM COOOIIEHHSIM, OHU MPUHIUITHAIBLHO He OTJIMYAIOTCS
OT TAKOBBIX MPH TJ1a3MOLUTOME,'? OIHAKO KJIHHMYECKAs JUHA-
MHKa U B 11eJ10M 60’ /bIlIast TPO0JLKUTETbHOCTD YKU3HH GOJIbHBIX
MO3BOJIAIOT CUMTATh, UYTO CKOPOCThb Tposudepaiyu npy MW
HIKe, yeM npd MM .1

JlokaszaHo, 4To TepMHHa/NbHble (a3bl GoJIe3HH, BbIpa-
JKalolinecss HePeKo B JIOKAJLHOM OTyXOJIEBOM POCTE, pexke B
TepMHUHaJbHOM 0J1acT03€, MPEACTaBJSAIT COO0H MposiBIeHHE
KaueCTBEHHO HOBOM MOMYJSILMK KJIETOK, HECYLIHX, ofHaKo, [g-
MapKepbl KJIOHA KJIETOK XPOHHUECKOH (asbl.

nuaemnonorung

[To nawm nanueiM, yacrora MW B 10 pas Huxke yactotel MM,
o janubiM R. Kyle — B 7 pas.!? Puck Bosuuknosenust MW, 1o
nannbiM F. Groves v coaBT., coctapaisiet 1,7 (/151 2KeHIIHH ) 1 3,4
(11 My>KUMH) ciydast Ha 1 MJTH 2KMTeJIel B TOJI; C BO3PACTOM OH
YBEJIMUUBAETCS] B TEOMETPHYECKOH Mporpeccuu.

MW cocraBasier okoso 2 % Bcex remMo6sacTo30B. Mak-
CUMyM 3260JIeBAEMOCTH TPUXOIUTCS Ha KOHELL 111eCTOr0 — Ha-
4aJjio CelbMOro aecsaTueTnst xu3nu. CpeHuil Bo3pacT 60MbHBIX
coctaBaisieT 63 roaa (ot 32 no 92 sery 84 GoJbHBLIX B HallleH
cepun). MW BeTpeuaercst peiko y nauueHToB MoJsioxke 40 Jer.
CootHolenne M/JK pasusierca 2,3:1.

MW uatiie perucrpupyetcs y npeictaButesieii 6esoi pachl
10 CPaBHEHHUIO ¢ BbIXOAAMH 13 Adpuku 1 ctpan Azuu.'> !

aTuonorua

[Tpuunner passutus MW ocratores HesicupiMu. O6cyknaercs
psA paKTOPOB: reHeTHUeCcKas MPeIPaCoNOKEHHOCTh, CBSA3aH-
Hasi, cKopee Bcero, ¢ JedekToM T-KJeTOuHOH CympeccopHoOH
(YHKLMH; BJMSIHHE pajMallHOHHBIX BO3JIEHCTBHI, XUMHUECKHX
MyTareHoB U BUPYCOB.

OrtnenbHble  OMUcaHusl CeMeHHbIX —ciydaeB  GoJie3HU
o6uiensBecthbl. > 1® B pa6ore M. McMaster u coaBt. onucaso
12 nopo6HbiX cemel.' DT akTbl NPUHATO PACLEHHBATD
KaK JI0Ka3aTeJbCTBO OIpPeeeHHON TIeHEeTHYeCKOH Mpejpac-
MOJIOXKEHHOCTH K BO3HHKHOBeHHI0 MW. B paborax nocsiennux
5 JIET NMPOJEMOHCTPUPOBAHA CEMENHAsT MPEAPACTIONONKEHHOCTD
K BogHHKHOBeHHIO MW ¢ uactoToil 10 20 % y poaCTBEHHHKOB
nepBoit JinHuu. >

CepbesHbIX apryMeHTOB B 110J1b3y HHLLHPYIOILETO BJAHSHHSI
JIy4€BOTO ¥ XHMHYECKOTO BO3JIEHCTBHI He ToJyueHo.2! 2

Ha nocnennem 5-IWWM (2008) O. Landgren u coaBr.
COOOLIMIM O BO3MOXKHOH MMATOreHeTHYeCKOH poJii B pas-
BUTHM MW XpOHMUECKOH AHTHUTEHHOH CTHMYJSILHH BHPYCOM
renatura C, BUY-undekuueit u pukkercusimu.? B jiureparype
JIaBHO 00CY’KIaeTcsl THIoTeTHUecKas cBsA3b Mexityy MW u
Bupycom renaruta C. T. Giordano u coaBT. cuuTalor, uTo BUpYC
renatuta C, HeCOMHEHHO, cBsidaH ¢ pasButieM MW.2* Onnako
JIpyrie aBTOpbl 3TO MPEJIoN0KEHHe He MojiepKuBaiot.?>* B
MOATBEPAKACHUH HyK1aeTcsl 1 ¢Bsisb MW ¢ BHpycoMm reprieca
yesioBeka 8-ro tuna.”’

Hannune B anamuesde IgM-MoHOK/IOHAMBHOH raMManaTiu
HeompeeaeHHoro (HeyToyHeHHoro) renesa (IgM-MGUS) sB-
JISIeTCs] CylleCTBeHHBIM (hakTopoM prcKa passutust MW. R. Kyle
M COaBT. CUMTAIOT, YTO pucK pa3Butus MW y sToil KaTeropuu
60J/IbHBIX B 46 pa3 Bblllle, 4eM B COOTBETCTBYIOLIEH BO3PACTHOH
rpyre 310poBbix.?® At aBropbl Ha 5-IWWM coobiuuiu, u4to

KIMHUYECKAS OHKOTEMATOJIOTHSA
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puck Tpancdopmatmn IgM-MGUS B MW cocrasut 6 % B
teyenue | rona, 39 % — 3 et u 55 % — B Teuenue 5 JieT Ha-
6uroienuit y 213 6osbhbix [gM-MGUS ¢ menuanoii B 4,6 roga.?
ccenenoBanusi, npoBeieHHbIe TPYINON aBTopoB U3 Menanauu,
nokazagu, uro [gM-MGUS npemnectBoBasia Tpanchopmaimu
B MW B 50 % natonenuii.*® Coo61uaercst o ceMelHbIX Cydasx
MW, B 50 % u3 KOTOpLIX paHee Tak:Ke AMATHOCTHPOBANACh
[gM-MGUS.*!

NATOTEHE3

O narorenesze MW wusBectHo masno. S. Sahota u coaBT. mno-
Kasa/Ju, 4TO B TUTMHYHBIX CJAydasx BCEra HMEIOTCS MPHU3HAKH
coMaTH4YecKoil rumepmytauuu BapuabesnbHoro (V) paiiona
retoB [g.? TunepmyTraud NPOUCXOASAT MPEUMYLIECTBEHHO B
retax 3-ro cemeiicta V-paiionos Tsikenoit (H) uenn Ig (VH3-
reubl [g). Oco6eHHOCTBIO MOC/EMYIOUMX COOBLITHH sIBJsETCS
OTCYTCTBHUE TNepekiodeus: knaccop H-uenu p Ig (Her casura
M30THIIOB, cekpeTupyetcst Tosbko IgM). I1pennonaraercs, uro
MopdoJsiornieckuM cyberpatoM onyxoau npu MW siBsisiiorest
B-knetkn namsith (craausi mocTdosnKyaspHoil B-Kkietoutoi
AnddepeHnpoBK) ¢ BbIPAKEHHON B GOJIBIIMHCTBE CJyyaeB
skenpeccuen CD27 — omHoro M3 mpeacTaBuTesell ceMercTBa
TJIMKOTIPOTEHAHBIX PELENTOPOB K (haKTOpy HEKPO3a OMyXOJH
(TNF).33 Onnaxko B rocsiefiHie rofibl Psiji aBTOPOB, BKJIKOUast
Ty JKe TPyMMy HccaenoBaresell U3 BemnkoGpuranun Bo ryiase
¢ S. Sahota, coo6uuan 0 TOM, UTO Y HE3HAUUTEJLHOH YaCTH
6osbHbIX MW VH-rens! Ig He nMeloT npH3HaKoB COMaTHYECKHX
MyTaLui, oMyXoJieBble KIeTKH He skenpeccupytor CD27, a mop-
(hostorrueckuit cyoeTpar oryxoJiu, Mo-BHAHMOMY, MPeICTaB/IeH
HauBHBIMH B-kietkamu.?-%

JlokazaresibeTBa MOJOGHBIX MPEANONOKEHHH  TTOIEKAT
TPOBEpKE.

MOP®O0J10TUA

Mopdonoruuecknit cyoerpar MW ObiBaeT pasubiM. Yatie B
LIUTOJIOTHYECKUX TpenapaTax KOCTHOTO Mo3ra mpeo6JaaioT
JUMQOLHUTBI ¢ MJIA3MaTU3UPOBAHHON LUTOMJIa3Moil. B ee Ba-
KyOJIsIX W BHYTPH HYKJIEOJI MOKHO BbISIBUTb PAS-103uTHBHbBIE
6eJsikoBble BKJoueHnst PIgM (tesbua Dutcher). Hapsiny ¢ Humu
oGHapy»KHBaeTCsl MHOMO MOHOLMTOMIHBIX KJIETOK, HAOMHHAIO-
LLIMX KJETKH MPH HHPEKIIMOHHOM MOHOHYKJI€03€, 1 0ObIUHBIX Ma-
JbIX JuMdountoB. Hepenko mopdosoruueckue npusnaku MW
uaenTHuHbl TakoBbM npu BKJL. [Tpumepno B 50 % cuayyaes
yBeJIMUEeHa /104151 TIJ1a3MaTHUeCKUX KJeToK. [IpuMech nuasmor-
ToB MoxeT gocturath 10—20 % cpean TUMbOUIHBIX 3JIEMEHTOB
OCHOBHOTO cyOcTpara ornyxosiu, npuuem [gM-cekpeTupytommm
SIBJSIOTCS KaK JUM(OUAHbIE, TAaK U MJIa3MaTHIeCKHe U Mepexoj-
Hble (POPMBI KIETOK. B OTAe/MbHBIX Clydasix yBesHueH MPOLEeHT
JaGPOLUTOB (TyuHble KJIETKH). Y HEKOTOPbIX GOJILHBIX MOP(O-
JIorHyecKasi KapTiHa KOCTHOrO MO3ra HeoTJHYHMa OT TaKOBOH
1pH XpoHuueckoM Jsiumdodeiikode (XJ1JT). [Tpu ncenenosannu B
39JIEKTPOHHOM MHKPOCKOTIE B JINM(OWIHBIX djeMeHTax npu MW
B OTJIHYHE OT OOBIYHBIX JUM(POLHUTOB 06GHAPYKUBAETCSI XOPOLLIO
pasBuTasi HIOMJa3MaTHUECKasi CeTb, B LMCTEPHAX KOTOPOH
copepkutest IgM — CBHUIETEIBCTBO MaKpOTJIOGYIMHCEKPETH -
pytoleit (hyHKIIHH KJIETOK.

lucromornueckn B KOCTHOM Mo3re uaile (MpUMepHO
B 75 % wammnx HabJIoAeHHl) BBIBJISETCS MeXTpabeKky-
aspHas audQysHas WM HHTEPCTHLHAAbHAS JUMMOUTHO-
MJIa3MOKJIeTOUHast HMHpUABTpauus. B ocTasbHBIX caydasx
(okoso 20 % GosbHbIX) Ha hoHe NOJMMOPGHOrO KOCTHOrO
MO3ra MPUCYTCTBYET JIIIb NPUMeCh JTUMPOLHUTOB, MJ1a3MOLH-
TOB U 1€ PEXO/HbIX KaeTouHbIX (hopM. HomyssipHblii n napatpa-
GeKyJ/ISIPHbII THITbI TOPaXKEHUsT KOCTHOTO MO3ra BCTPEUaloTest
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3HauUMTebHO pexke (npumepHo B 5 % cayuaes). [TonoGHas
TUCTOJIOrHUYECKast KAPTHHA BOBJIEUEHHUSI B OMTyXOJIEBDIH MTpoliece
KocTHOro mMosra npu MW mnpopemoHcTpupoBaHa U APYyrHMH
uceJiegoBaressimu. 3738

XapakTepHbl yTOJIIEHHE COCYIOB, MJIa3MaTHUYECKOe Mpo-
MUTBIBAHHE MX CTEHOK, BHYTPH- W BHECOCYIHMCTblE CKOIJIEHHSI
6e/IKOBBIX Macc. B otainune or MM wacrto Berpevaetcst pu6pos
CTPOMbI KOCTHOTO MO3Ta, HEPEIKO 3HAYUTENIbHO BbIPaXKEeHHbIH.
[Toatomy TpenaHoGHOMNCHS MOAB3IOIIHOH KOCTH M THCTOJO-
rMYecKMi aHaJIu3 KOCTHOTO MO3ra MMeIOT CyLIeCTBEHHOe JHua-
FHOCTHYECKOE MPerMYLIECTBO 10 CPAaBHEHHUIO CO CTEPHANbHOI
NyHKUMER, MPU KOTOPON 3a4acTylo He YAaercs MoJy4uTb
JIOCTATOYHOrO KOJIMYECTBA MaTepHaa /s aHaiu3a (runokJe-
TOYHbIE 06pa3Lbl KOCTHOrO MO3ra).

B sinMaTHueCKUX y3J1ax HCXOHAsT aPXHTEKTOHHKA 00bIYHO
coxpaHena. Hepeako Ha nepBblil MJaH BbICTyNAeT AuJaTaliust
CHHYCOB M HaJIMuHe He3HAYHUTEJIbHOTO KOJIMUECTBA pe3niyallb-
HbIX TePMHHA/IbHBIX 1IEHTPOB. [Unepniasust QoJsIKyI0B UK
CTEPTOCTb PHUCYHKa JiMMoysaa Berpevalotes pexxke. B nopa-
JKEHHBIX JIUMoy3nax orMmedaercss auddysHas (OTHOCHTENBHO
MOHOTOHHA$1) HH(PUIBTPALIMS MAJIbIMH JIHM(OLUTAMH, MJ1a3MO-
LUTaMHU M MX T1€PEXOAHBIMH (hOPMaMH. YBEJMUEHO KOJHUECTBO
paBHOMEPHO paccesiHHbIX TyYHbIX KJ1eTOK. MoryT BeTpeuathest B
Pa3IMYHBIX KOJHYECTBAX SMUTEJIHOUHBIE THCTHOLHUTHI.

B cestezenke mmdonaHo - M1a3MoKIe TOYHASI HHOHIIBTPALIHS
MOJKET OBITh Kak U y3HOH, TaK U HOTYIsIpHON. B omyxosieBbit
Mpoliecc BOBJIEKAETCS KpacHast My bria.

XPOMOCOMHBIE AHOMAJINK

B coBpemeHHO# UTepaType NpejcTaB/ieH aHalIu3 XPOMOCOMHBIX
HapylIeHHH, KacalolMHACs OTHOCHTE/bHO HeOOJBIIOr0 KOJH-
yectBa ciydaeB MW, ofHa M3 camblX GOJbIINX CEpUil — 3TO
coobienue H. Chang u coat. Ha 5-IWWM (77 6osbHbIX MW;
86 % M3 HUX TOJYUHJIU JIEUEHHE K MOMEHTY MPOBEJEHHS [IUTOTe -
HETHYECKOT0 aHa/IM3a METOJIOM HHTEP(A3HOH LUTOMIa3MaTHye-
cKoil (haiioopectienTHOl rubpuansaiuu in situ — clg-FISH).3®

Y 6osblIMHCTBA 06CTEIOBAHHBIX OOJMBHBIX BbISBJASCTCS
HOpMaJIbHBII KaproTuil. Bo Bcex ciydasix, ConpoBoXKaatoLInxcst
€ro U3MeHeHHeM, OTMeUeHbl KOMIIJIEKCHbIe KaK UUC/IOBbIE, TaK U
CTPYKTYpHble XPOMOCOMHbIE aHOMaJInK. Hallle 1pyrux B YHC/I0-
Bble U3MeHeHHs1 BoBJieKaloTest xpomocombl 10, 11, 12 u 20.

Camoil uactoii xpomocomuoii aGeppauueii (40—55 %
ciydaes MW) siBjisieTcst ieie st JYIMHHOTO T1J1eda XpOMOCOMBbI 6
(del6g21 uan del6q25).3%! Ecsin naGop naileHToB B JPYrHX
Mccesie1oBaHusIX Oblal HeGOJIBILIMM, TO W YaCTOTa 9TOH aHOMaJIMH
6blna Menblie (Hanpumep, 21 % B padote C. Terre u coapT.).*
Tem He menee del6q He siBAsieTcs crieluuuecKoll aHoMaMMeH
aast MW, Ctporux /10KkazatesibCTB ee acColUalyu ¢ MJI0XHM
MPOrHO30M B HACTOsIlLlee BPeMsl He MoJyueHo,* XoTsi paHee 310
YTBEPAKAAIOC, 34

B oTnenbHbIX cydasix Hab/101a0TCs CTPYKTYPHbIE aHOMAJTHH
KapHOTHIA, CBUETELCTBYIOLIME 0 B-KkneTouHot npupore MW:
t(8;14) u t(14;18), B pesysibrate 4ero NpoOUCXOAUT aKTHBALMS
OHKOreHa ¢-myc i bel-2.%517 TlepBoHauasibhbie COOOLIEHHS
o ToM, uro MW accoruupyercst ¢ HammureM t(9;14)(pl3;q32),
B pe3yJibTaTe KOTOPOH MPOUCXOJIUT HapyLlIeHHEe peapaHKUPOBKH
rena PAX5, He noxTBepaAH/INCh (yKa3aHHast XDOMOCOMHAsT aHO-
Manus ooHapyxkupaercst B 50 % JII1J1, He conpoBoxkaaloLMxcs
cekperpei PIgM ). 114348

B emunnunbix cayuasx npy MW BbISBJASIOTCS Jle/elnu
13q14 u 17p13.1,* tpucomust xpomocom 3, 4 u 18434547

OTHOCHTENLHO HEGOJIBIIOE YHCI0 HCCIE0BAHHbIX LIUTOre-
HeTHYecKH ciyyaeB MW orpaHuuMBaer perpe3eHTaTHBHOCTD U
JIMarHOCTHYECKYIO LIEHHOCTb XPOMOCOMHOTO aHaJju3a MpH 3TOH
HO30JI0THUYECKOH (hopMe.
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WUMMYHO®EHOTUN

Knetxun onyxonesoro cy6erparta mpu MW skenpeccupytor PIlgM
KaK Ha CBOeil MoBepxHOCTH (SIgM), Tak W BHyTpH LUTOMNJIA3MbI
(cIgM).® dkenpeccust slgM cyiectBeHHo npeBaanpyert. B uactu
kaeTok clgM BooOlie He onpenessieTcss. OnyxoJieBble KIETKH,
Kak npasuJo, HeratuBHbl K [gD. K-tun L-ueneit [g skenpeceu-
pyeTcsi yallie A-TUra nMpUMepHo B 2 pasa (110 IpyruM JaHHbIM —
B b pa3). MiMeeT mMecTo BblpaxkeHHast KCrpeccust B-Kk/eTounbix
anturenon: CD19, CD20, CD22, CD79a. B 6o/blinHCTBE CTy-
yaeB KJeTKH skcnpeccupytor CD25, CD27, FMC7 u CD52, 1o
He skcrpeccupyior CD5 u CD10 (skenpeccust ABYX MOCJIEIHUX
AHTHIEHOB perucTphpyercs MeHee yeM y 5 % 6osibHbX MW).
Akenpeccuss CD23, CD103, CD138, CDl11c, CD56, CD117
(c-kit receptor) u ZAP-70 nexapakrepna.>319-5 Jkenpecens
CD38 uacra, Ho HenocTosiHHa. Ecai npumech njaasMaTHYeCKUX
KJIETOK B OIMyXOJIEBOM CyOCTpaTe CyLIeCTBEHHA, TO SKCIIPECCHs!
tTakux anturenos, kKak CD38 u CD138, moxkeT okazaTbcs 3Ha-
uumoil. B psine paGoT coobiaercsi o Bapualusx B OTHOLIEHHH
skerpeccun CD22 u CD23.

HMMmyHO(MEHOTHIIMYECKHH — aHa/M3  HEe  HMeeT  camo-
CTOSITE/IBHOTO IMarHOCTHYECKOTO 3HAUEHHS], MOCKOJIbKY KJIETKH
OIyX0JIeBOTr0 cybcTpaTa JIeMOHCTPUPYIOT MPOLECC BHYTPHKJIO-
HaJbHOH MM EPEeHIIMPOBKHY OT MAJBIX JTUM(OIHUTOB JI0 3PEJIbIX
MJIa3MaTHUECKUX KJIETOK B Pa3jMUHBIX COOTHOLIEHHSIX W TPO-
MOPLUSIX B KaXKJIOM KOHKPETHOM cJiydae. dta MopgoJioruiecKast
reTepOreHHOCTb HAXOAUT OTPaKEHHe B 00JIbLIOM Pa3HOOOpasuu
MMMYHOJIOTHUECKMX MapKepPOB M CKa3blBaeTcsl Ha peayJibTaTax
anasn3a. OH JIMIIb CIIY2KUT JIONOJIHEHHEM NPH [TOCTAHOBKE JiHa-
rHo3a B noJibgy MW.

UMMYHOXUMWYECKUIA AHANN3 BENKOB CbIBOPOTKU

KPOBW 1 MOYK

BbisiBjieHHe ¥ HMMyHOXHMMUYECKasl XapakKTepHCTHKa MOHO-
KJoHanbHOro IgM HMeroT cBOM 0COGEHHOCTH, CBSI3aHHBIE CO
CTPYKTYPHBIMH U (PYHKIIHOHATBHBIMH CBOHCTBAMH HCCJIELYEMOT0
6eJika.

[gM npu MW xapakrepusyetcsi pa3HoOOpa3HbIMH Hapy-
LLIEHUSIMH COOPKH MOJIEKYJIbl. B OT/iHuHe OT HOpMaJ/IbHbIX TeH-
TaMepHbIX MOJIEKYJI HEPEJIKO CEKPETHPYIOTCSI MOHO-, JIH-, TPH- H
TeTpamepbl [gM B pasubix cooTHolienusix. Kpome Toro, onpee-
Jsiiotest cBoOoauble L-1enu cootBercTBytonx PIgM — 6Gestok
Benc-/I:xonca (BJ). Kak u HopmaJsbHblil [gM, chIBOPOTOUHBIH
PIgM cksioHeH KOMIJIEKCUPOBATBLCS ¢ HOPMaJIbHbIMU g Ipyrux
M30THIOB U IPYrUMH GeJIKaMH T171a3Mbl.

Jnst konmuectBenHoro onpeetenuss PIgM wmpoko npu-
MEHSIeTCST MeTOJT ISHCHTOMETPUH 3JIEKTPOoperpamm.

Tunuposanue Genxa BJ ocyiiectasieTcs MmeTogoM UMMy -
Houkcayu (D).

[To nanubim R. Kyle uJ. Garton,® kosmuecrso PIgM y 6oib-
HbIX MW B MOMEHT [OCTAaHOBKH JIHArHO3a B CPEJIHEM COCTABJISIET
43 r/a ¢ kome6auusivu ot 30 1o 79 r/1. CoryiacHo HaLIUM AaH-
HBIM, COOTHOLUEHHe K/A TIPH U30JIMPOBAHHOl cekpelu PIgM
cocrapsisiet 2,4:1, npu Haanuun BJ-npotennypun — 4,2:1. B
eJioM Ha joJ1o PIgM K-Tumna npuxomures okoJo 75 % cyuaen
MW.

Yacrora BJ-nporeunypun kone6sercst ot 55 10 80 %.55-58
[To Haumm nanubIM, oHa coctaBaset okoao 60 %. [1pn sTom Ko-
JruecTBo 6eJKa B Moue, onpesiesiseMoe Metoiom bpann6epra—
Po6eprca— CronbHUKOBA, peako npebimiaer 200 Mr/cyT, a y
40 % GOJIbHBIX OH BOOGLLLE He BhISIBJISIETCS. [1pu ucnosbzoBanun
MMMYHOH30Taxo03J/1eKTpohopesa — MeTojia Beibopa AJ1st oTpejie-
JIEHHs] MHHUMaJIbHBIX KOJIMUECTB MOHOK/IOHAMbHBIX L-1ienei Ig
B MOYe — 4acToTa BblsiBJeHUa BJ-npotennypun pesko Bospac-
Taet u npubamxKaercs Kk 100 %.5°

124

Kanunueckasi cumnromatnka MW onpenensietcsi, ¢ 0fHOH
CTOPOHBI, JIEHKO3HOH TMposindepalreil crietnduuecKux JuM-
(OMIIHBIX 3/71EMEHTOB B KOCTHOM MO3Te, TeueHH, Cesie3eHKe,
JMM(baTHIECKUX y3J1ax (HEPEIKO U B IPYTHX OpraHax v TKaHsX),
C JIpyroil — HaJMuMeM B cbiBopoTKe KpoBu PIgM u, Hepesko,
6esika BJ B Mmoue.

M3 o6umx cumMnTomMoB HauboJiee 4acThbl caaboCTb, MOBbI-
ILIEHHAs1 YTOMJIIEMOCTb, apTpaJiTHsl, CHW)KEHHE Macchl TeJa,
KPOBOTOUHBOCTb CJM3UCTBIX 060JI0UEK HOca, JAeCeH, TMPSIMOH
KHIIKH; HeBPOJIOTHIECKHE PACCTPOHCTBA, MOTAMBOCTD, KOXKHBIH
3yl

KocTHblit MO3r mouTH Bcerja BOBJeKaeTcsl B MaToOJO-
rudeckuit npouecce.”% Tenaro- u crjieHoMerasiusi, a Takxke
JquMbaneHonaTHs CUMTaloTCst XapaKTepHbIMU, HO He aBGCOJIIOTHO
06s13aTe IbHbIMU NpuaHakaMd MW, YBeJiuenue nedeHu u/uim
ceJie3eHKH, JTUM(aTHYeCKHUX y3J10B peructpupyetces y 15—30 %
GOJIbHBIX, M0 JIAHHBIM Pa3HbIX aBTOpOB.”1261-64

B ommenbHbIx coyuasix HabJsiofaloTest UQy3HbI  HIH
04aroBblil OCTEONOPO3 JIMGO Jlaxke MHEJOMONOI06HbIE MHOXKeE -
CTBEHHbIE OCTEOJIHTHUECKHE JethekTbl B KocTax.% [lo Haumm
HabJoieHHsAM 1 f1aHHbIM R. Kyle,% ocreonectpykTuBHBbIit 11po-
1lecC BCTPeuaeTcsl y OrpaHHueHHoro 4yucia 6osbHbix (5—6 %
c/lydaeB), psiji aBTOPOB YKa3bIBAIOT HA GO'JIbLIYIO €ro 4acToty,
00LIUHO B 103AHMX (azax Goaesuu (oT 10—13 mo 20 %).°
[TomuepkrBaeTcsl MpenMyLIECTBEHHAS WM  HCKJIIOUHTEJBbHAS
M/1a3MOKJIETOUHASI MOPOJIOTHST OMyX0JIH B O4arax ocTeosmaa.

Kapruna kpoBu. [emMorpamMmma Hepeako ocraercst HopMasib-
HOW B TeUeHHe HeCKOJIbKHX JIET; TOCTENEeHHO pa3BrUBaeTcs GoJiee
WIH MeHee BbIpa)KeHHasl aHeMMsl, MaToreHe3 KOTOPOH H3ydeH
HejocTatoyHo. Kpome BO3MOXKHOTO JIEHKO3HOTO MOJABJIEHHS
IPUTPOII0I3a MHOIJIA UTPAIOT POJb TOBBILLIEHHBIH TeMoJU3 (110
HallIMM JIaHHBIM, ayTOMMMYHHAsl IeMOJIMTHUEeCKasi aHeMHus C
HEMOJIHBIMH TETJIOBBIMH arrJIIOTHHUHAMH PETrHCTPUPYETCS TTPH-
MepHo B 5 % cilyuaeB) U KPOBOMOTEPH BC/IEACTBHE PA3BHTHSA
remMopparuieckoro cuapoma. JlaBuo obpaianoc BHUMaHue Ha
CHIKEHHE YPOBHS 2KeJie3a B ChIBOPOTKe KpoBH 6o/bHBIX MW. B
MOMEHT MOCTAHOBKH JIMAarH03a Ae(ULHT XKese3a HabJoaeTcst B
25 % cayuaeB. [larorenes ero He ugyden. OHaKo 10CTATOYHO
BEPOSITHO HapyllleHHe BCACHIBAHHsI »Kejie3a B TOHKOH KHIIKE.
Kpome Toro, orpe/iesieHHOe 3HaYeHHE B CHHKEHHH TTOKa3aTeJel
KpacHO# KpoBH y psiia GOJIbHBIX UMEET YBeJHIEHHE KOJMUeCTBa
nJ1a3Mbl (TUIepriia3maTiiecKast FurepBoJIeMHUst pa3Hok CTerneHu
BBIPA’KEHHOCTH), CBSI3aHHOE C TMOBBILICHUEM OHKOTHUECKOTO
JIaBJIEHHUs] 32 CUeT MakKporyoGyJMHOB, KOTOpblEe B OTJHYHE OT
JPYrux Ig He MOKHAAIOT COCyAMCTOE PYCJIO U He OTpeneJstioTes
B TKaHsix.5

Hepenko naOmonaercst JiefikorneHuss ¢ HeHTporneHuel
(okosio 10 % ciyuaes), yailie KOJHYECTBO JICHKOLUTOB ObIBAeT
HOPMAJIbHBIM H JIOBOJIbHO Pesiko (< 5 % cilydaes) — MOBbIILIEH-
HbIM. B dopmysie KpoBH, Kak npaBu/io, uameHeHuit HeT. MHorna
npeo06JafatoT JUMQOLIUTHI, B psijie ciaydaeB HabJtoaeTest abeo-
JIIOTHBIH MOHOLUTO3. B MOMEHT 10CTaHOBKH aMario3a Tpomo6o-
uuTonenust peructpupyercs veuacto (5—20 % 60JbHBIX), 110
Mepe nporpeccupoBanust 6osie3nn ona o6braHo Hapacraer. CO9
He BCeryia pesko yBeaudena: noutu B 15 % nabuonenuii ee no-
KazaTeJsiu He TpeBblaloT 30 MM/u.

Cpen  KJIMHMYECKMX — MPOSIBAEHMH,  0OYyC/IOBJIEHHBIX
LUPKYJALUHMEH B KPOBH MaKporyo6y/anHa, HepeaKo MepBBIMU H
BE/IYIIUMH SBJSIOTCS CHHAPOM MOBBILIEHHON BA3KOCTH U reMop-
paruuecKuil CHHIPOM.

Cunapom nosbiieHHol Bsaskoctu (CIIB) Bcrpeuaetcs
npumepro y 30 % GosbHeix MW B MOMEHT 10ocTaHOBKH
JMarto3a ero 4acToTa, Kak I1paBuJo, He npesbiaet 15 %.% [To
cpaBHeHHI0O ¢ MM 1 1pyrumn JiMMbaTHIECKHMH OTYXOJISIMH C

KIMHUYECKAS OHKOTEMATOJIOTHSA
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cekpeuneil PIgM npu MW oH HabutofaeTcs yallie M BblpaxkeH
gHauurtesbHo pedue. CI1B xapakTepusyercsi KpOBOTOUMBOCTBIO
CJIM3UCTBIX 000J/104€K, reMOopparMieckod peTHHoONaTHel, pac-
wpenrem BeH cerdatku (fundus paraproteinaemicus), Ha-
pyLIEHHsIMH TTeprdepHuecKoro KpoBOTOKa, CHHAPOMOM PefiHo,
HEBPOJIOTHYECKUMH CHUMIITOMAMK (rojioBHast 60Jib, TOJIOBO-
Kpy’KeHHe, HUCTarM, CHW)KEHHE CJyXa, aTaKCHsi, MapecTesuy,
JUIUIONHS), B TSDKEJBIX CJIydasX — H3BS3BICHUSIMH U Jaxe
raHrpeHoll B JMCTaJbHBIX OTjesax KoHeunocted. HaubGosee
rpoauble nposisienust CITB — napanporennemuueckast Koma
¥ KPOBOM3JIMSIHME B BELIECTBO NOJOBHOTO MO3ra — CBSI3aHbI
C HapylleHHeM KpoBooGpallleHHsl B apTepHosax 1 Kanuispax
(penkue ciydan ). Cambiit yactbiii cumntom CI1B — kpoBoToun-
BOCTb — XapaKTepeH B MEePBYI0 04epeib s CJIM3UCTBIX 060J10-
ueK Hoca, IeCEH U MPSIMOH KHIIKH, B TO BPeMs KaK KPOBOTEUEHHSI
nocJsie xupyprudeckux pMeniaresibets v u3 JKKT nabmonatores
KpaiHe peiKo.

MakporsioGy/iiHeMUIecKasi PETHHONATHS PErHCTPUPYETCs]
y 40 % Gonbubx MW,

CI1B Bo3HMKaeT B peayJibTaTe LUPKYJSILHE B COCYIAHCTOM
pycJie GOJIBIINX eHTaMepHbLIX MosieKy PIgM u/nu ux arpera-
TOB C JIDyrUMH OeJIKaMHi KPOBH B BBICOKHX KOHIIEHTPALIHSIX.

Caenyet ykasathb, uto nposisienuss CIIB He Bcernma co-
BIAAAIOT ¢ JaGopaTOpPHbIMH JaHHbIMHU. 2616268 QGbuHO KIMHM-
YyecKHe CHMITOMBI MOSIBASIOTCS JIUIIb TOT/IA, KOT/Ja MOKa3aTesb
BSIBKOCTH KPOBH TIPEBBILIAET CBOH HOPMasbHBI ypOBEHb B
3—4 pasa, a koHueHnTpauus PIgM B ceiBopoTke cocTabJsiet 60-
see 30 r/.126289 Onpako 5TH YCJ0BUS He SIBJSIOTCS 00513aTe/b-
Hbivu. JloGaB/ienye MakporoGyauna B koandectse 10—20 r/n
K €ro HCX0HO HU3KUM (M-rpanuent MeHee 30 /1) 0 BHICOKHM
(M-rpament 6osee 50 1/11) KOHIEHTPALUSM B ChIBOPOTKE MPH-
BOJUT K Pa3HbIM pe3yJ/ibTaTaM I0Ka3aTe/Ist BI3KOCTH: He OKa3bl-
BaeT CYLIECTBEHHOTO BJHUSHHS B IEPBOM CJIydae M 3HAUMTEJbHO
YBEJIMUMUBAET — BO BTOPOM.""

B 1esiom ke ypoBeHb BSIBKOCTH KPOBH, OMPEAEJISIIOIIHE 110-
siBJeHHe KanHudecKol cumnromatiku CI1B, 3aBucuT He ToJ1bKO
OT KOHIEHTpalMH ceiBopoTouHoro PIgM, ero mosekynsipHbIX
XapaKTePHUCTHK U CTOCOOHOCTH K arperaryy ¢ ApyruMu Gekamu.
Ha nero oxasbiBaeT BaAnsIHHE W KOMOMHALUS APYTHX (DAKTOPOB,
BKJIIOUAIOLMX COCTOSTHHE MUKPOLIMPKYJISITOPHOTO pycJia, oKasa-
TeJIb TeMaTOKPHUTA, Kap/HaJbHbIH CTaTyC, (HU3NKO-XMMHUYECKHE
napametpbl (pH kpoBu, nonnas cusia u ap. ). Kpome toro, CI1B ne
BCer/la BO3MOKHO Ji(hdepeHIIMpOBaTh C HAPYLIEHUSIMH MUKPO-
LMPKYJISILIMH, CBI3aHHBIMU CO 3HAUMTEBbHON THIIEpBOJIEMUEN
M30BITKOM HMMYHHBIX KOMIJIEKCOB, MOBPEKAAIOLINX COCYIbI.

lemopparunueckuit  cunppom.  KposoTouuBocTh — 6e3
TPOMOOLIMTONEHUHN, CBfI3aHHAsl C HapyLIEHHSIMM IeMOCTasa,
CUYNTAETCS XapaKTePHbIM, HO He 06513aTe/IbHBIM CUMIITOMOM MPH
MW u perucrpupyetcst y 20—30 % 6GosbHbIx.” ™ TIpn 3T0M
JabopaTopHble TPHU3HAKM TI'€MOKOATYJISILMOHHBIX HapylIeHHH
0ObIUHO PEerucTpupyiorcsi B 2 pasa udaie. HauGosee tunnu-
HBIMH TPOSIBJIEHUSIMH TeMopparnyeckoro cuuipoma npu MW
SIBJISIIOTCST MUKPOLMPKYJIITOPHbIE HAapyLIEHHs] B CHCTEME I'eMO-
cTasza — HOCOBbIE U JIeCHEBbIE KPOBOTEUEHHS], KaK MPaBUJIO He
HY?K/IAI0LIHeCs] B MEIMKAMEHTO3HOH KOPPEKLMH U KYTTHPYIOLIHe -
cst Ha (hoHe 0G'BEKTHBHOTO YJIydLlIeH s B TIpoliecce MPOBeIeHH s
njasmacepesos M/ a1eKBaTHOl LHTOCTATHYECKOH Teparmu
OCHOBHOTO 3a60J1eBaHMUsl.

B narorenese KpOBOTOUHBOCTH TJIABHYIO POJIb HMIrpaeT
TUMEPIPOTEHHEMHUST ¢ PE3KUM MOBBILLIEHHNEM BSI3KOCTH KPOBH,
3aMe/yIeHeM KpPOBOTOKa, TPOMO0O3aMH, CTa3aMHi M pa3pbiBaMH
MeJIKHX cocyioB. CyliecTByeT MpsiMast KoppeJisiiiys MexKay ypoB-
HeMm PIgM B cbIBOpPOTKE KPOBH U KJAMHUYECKUMHU MTPOSIBJICHUSIMH
remMopparuueckoro cunapoma.’! Kpome Toro, oTBeTCTBEHHBI 3a
BO3HHKHOBEHHE KPOBOTOUMBOCTH COUETAHHBIE HAPYILIEHHS TPOM-
GOLMTAPHOTO K KOATYJISILIHOHHOTO 3BEHbEB FeMOCTAa3a, IyCKOBbIM
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MeXaHH3MOM KOTOPBIX OTSITh-TAKH CJYKHT THIIEPIIPOTEHHEMHS
1 Makporsno6yauHeMusi. OKyTbIBaHHEe TPOMOOLHUTOB «My(PTOH»
6esKa MPUBOAMT K MX (DYHKLMOHAJLHOH HEMOJHOLLEHHOCTH:
M3MeHsIETCsl arperalioHHO-ajire3uBHast (QyHKIHUsS W peakliust
ocBoGoxkenus [ niacTuHouHoro (hakTopa, HapyuaeTest TpoOM-
6oriacTiHOOOpa3oBaHue, yUIMHSIETCS BPeMsl KPOBOTEUEHHs 1
NpoTpoMOHHOBOE BpeMsl. [UMepBsI3KOCTb KPOBH, 10-BHIANMOMY,
yCHIIMBaeT (hyHKLUHMOHAIbHbIE aHOMaJMH TpoMGoLnToB. M36bI-
TOK Makporjio6ysuHa GJI0KUPYeT M KOaryJsiMOHHBIH reMocTas
Ha pa3HbIX €ro sranax, HHruOMpyst pasjndHble PAKTOPbI CBEp-
teiBanust (VIII, V, VII, X) uau BoicTynas B poJid aHTUKOATyJIsTHTa
(omucaHbl MaLUMEHTBI C MPO(Y3HBIMH KPOBOTEUEHUSIMU TIOC/IE
MHHHUMaJBHBIX XMPYPrudecKux BMeraTe beTB). Coobiaercs o
60JIbHBIX, Y KOTOPBIX Ae(eKThl PeTPAKLHH CIyCTKa 00 BSCHSINCh
AHTUTEJLHOH akTHBHOCTBIO PIgM mpotuB MoHomepoB (ubpu-
Ha,”” a Takke 00 aHTMTpoMGoLMTapHOH aktuBHocTH PlgM.™
Onnako HanGoJiee XapakTepHbIM HapylleHHeM MJIa3MeHHOro
remocrasa y 6osibHbix MW, HE3aBHCHMO OT HaJIMUHST HIIH OTCYT-
CTBHS FeMOpParuiecKoro CHHIPOMa, sIBJIsIeTCs BbIsIBJIEHHE T1PO-
JYKTOB MapakoaryJsiiui (pacTBoprumMble (GUOPHH-MOHOMEPHbIE
KOMIJIEKCBI M TIPOJLyKTbI ierpajiallni pubpHHOreHa ) U yrHEeTeHHe
(UOPUHOUTHUECKOH CHCTEMBbI. !

CuiefyeT mouepKHyTh, YTO CHHXKEHHE arperalnn TpoMoo-
MTOB Ha QoHe Bbicokoro yposHs PIgM B ceiBopoTke KpoBH
SIBJISIETCS PellaloIMM MaToreHeTHIeCKUM (DaKTOPOM B peaJsnsa-
[IUH TeMOKOATYJISIIMOHHBIX HAPYIICHHH B 11€JIOM.

@eHOMEH OTCYTCTBHSI FeMOPparnyeckoro CHHAPOMA MpH
OYEBHHOCTH U3MEHEHHI B cMCTeMe remocTasa o Jjaboparop-
HbIM TeCTaM, BEPOSITHO, CBHJETEJIbLCTBYET O CyLIECTBOBAHHMH
KOMIEHCATOPHBIX MEXaHU3MOB, MPETSTCTBYIONIMX KIHHHUECKOT
peasuaaly HapyLIeHHi CBepThIBalolLEel cucTeMbl pu MW.

Kpuoraodynunemusi. KpuorsoOysnunbl (KpHOUMMYHOLJIO-
Gy/MHbl) — 3T0 Ig, NMpeuunUTHpYIOLIHeCs] MTPH TeMIlepaTtype
menee 37 °C. B 3aBHCHMOCTH OT COCTaBJISIIOLIMX HX KOMIO-
HEHTOB KPHOTJIOOYIMHBI OTHOCST K OHOMY M3 Tpex THnoB. [1pu
MW umeror 3Hauenue JBa U3 Hux. Ecan kpuorsoOyanHbl npeji-
craBJeHbl TonbKo PIgM, To onu otHocaTes K Tumy I (mpoctas
KpuorsoOynuHemus). [lpn reTeporenHoil, WJIM CMeLIAHHOH,
kpuorsooymuHemun Il tuna PIgM o6bluHO BbicTynmaeT B posiu
aHTHUTeJIa K NOJUKJI0HAAbHOMY Ig npyroro knacca (vaute [gG) u
6€eJIKOB CbIBOPOTKH KPOBH.™

CwmelianHble Kpuorao0Oy bl [ THna BASIOTCS HCTUHHBIMU
MMMYHHBIMH KoMIiekcaMu.”® CBoHCTBaMU KPHOMPELMITHTALH
06J1a/1a10T He OT/le/IbHble KOMITOHEHTbI CMELIaHHbIX KPHOTJI00Y-
JINHOB, @ CAMH UIMMYHHbI€ KOMIIJIEKChI: pa3/ie/ieHHe KOMITOHEHTOB
BEJIET K HCUE3HOBEHHIO KPMOCBOHCTB, COE/IMHEHNE KOMITOHEHTOB
COTPOBOXKIAETCST MX BOCCTAHOBJIEHHEM.

CKJIOHHOCTb K KPHOTIPELMNUTALME U TeMIepaTypHbIi Mo-
poT BBITIAICHUS 0CATKA 3aBUCAT OT MHOTHX (PM3UKO-XMMHUECKUX
napameTpoB (pH cpeabl, HOHHOH cHaBl W 7p.), TJIABHBIM H3
KOTOPBIX SIBJSIETCS] YPOBEHb KPHOTJI00YIMHOB B cbiBOpoTKe. [To
Mepe CHHXeHHS! KOHLIEHTPALHUH KPHOTJIOOYJIMHOB B pesyJibrare
yCIelHOH Tepanuu nJjasMadepe3aMd M LUTOCTATHYECKUMH
CPEJICTBAMM M3MEHSIETCsl  KOJIMYECTBO Tpelunurara, cylie-
CTBEHHO CHHKAETCsl TEMIepaTypHbIil MOPOT (BbINaeHHe 0caIKa
MPOUCXOJUT MpH GoJiee HU3KOH TeMrepaType), YUIMHSIOTCS
CPOKH €ro BhlNajieHHsI.

YacroTa nmpocToil U CMelIaHHOH KPHOIJIoOYIMHEMHH (Kak
npasuno, PlgM — PlgG) npu MW cocrasasier 10—20 %,55:%%
cobeTneiiie HaGMOENI A cTTpenesIAsCh MOPOBHY HAa KaxKabli THIT. Psn
aBTOPOB YKas3bIBAIOT Ha TpeBAJHpPOBAHHE KPHOTJIOOYJTHHEMHH
[ tuna, 55573862 npyrype cumrator, uto nis MW xapakrtepeH B
ocHoBHOM II Tun.”” MoHoksonasbHble [gM HepenKo nposiBisioT
AHTUTEJIbHYIO0 aKTHBHOCTb POTHB GEJIKOB ChIBOPOTKH KPOBH: 110
HalmM 1aHHbIM, PIgM o6pasytoT nMmyHHble Kommiekebl ¢ [gG B
38 % caryuaes, ¢ anboymunom — B 8,5 %, ¢ IgA — B 2,1 %.5!
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T. B. banakupesa, H. E. Angpeesa

Kprornobyannemusi He Bceraa MposiBaseTcs KIAMHUYECKH
(menee 5 % uabmonenuit). [pu I Tune ee cuMnToMbl 0GLIYHO
cootBetrctBytoT CIIB, a mpu Il THne — uMMyHOKOMIJIEKCHOH
MaToJIOTMK B Pas/HUHbIX €e BapHaHTax BIUIOTH JI0 BO3HMKHO-
BEHHSI KapTHHbI TS’KEJIOr0 MMMYHOKOMIIJIEKCHOTO BACKYJIUTA C
MOopaKeHUEeM KOXKH, LIEHTPAJIbHON U reprdepruiecKoil HepBHOH
CHCTEMbI, T10YeK, NeUeHH , cepiia u ap.> 787

Bosaesnb xosnonoBoii remarrmoruHauun (BXIA). Ilpu-
MepHo B 3 % cayuaes MW ee cOnpoBOXKIAaeT XpoHUUecKas
dopma DBXIA, siBisisicb 1pu 3TOM BTOPHUHBIM CHHIPOMOM
onyxoJieBoit siumonponudepalnn, a He CaMOCTOSITENbHOH
nozosoruuecko eaunuieit.®” Cunapom bXTA xapakrepusyercst
HaJUIMEM B CBIBOPOTKE GOJIbHBIX GOJIBIIOrO KOJHYECTBA MOJ-
HBIX arrJIIOTHHHHOB, MAKCHMaJIbHO aKTHBHBIX [IPH TeMIlepatype
—4 °C, HO MPOSIBJISIIOLINX CBOE JeficTBHE B Ananadone ot —30 10
+30 °C, a unorna naxe npu +37 °C. XoJ1010Bble aHTUTEJ1A NTPH
ITOM HarnpaJieHbl TPOTHB aHTHIeHOB 060JIOYKH SPUTPOLUTOB |
WK, pexe, i. XapakrepHble KIMHHYECKHE MPU3HAKH (aHeMus,
cunjpoM PeiiHo, akpolraHos, X0J/0/0Basi KpaluBHHULA, NaHar-
TJIIOTHHALUS 3PUTPOLUTOB, Bhicokas COJ) BO3HHKAIOT, Kak
TMPaBUJIO, TIPH OXJIAXKAECHHH U TOJIBKO B TEX CJIydasix, Korjaa THTp
XOJIOJIOBBIX aHTHTEJ OueHb BbICOK (06bIuHO Gosblie 1:2000).
Anemusi 0ObIUHO HeTsDKeJast: YpOBEHb TIeMOrJIoOHHa PeIKo
onyckaercss nwke 70 r/n. Yaule paspylienne SpHTPOLHMTOB
MPOMCXOAUT B PETHKYJIOIHAOTENHANBHON crcTeMe (TpeobJanaer
BHYTPHMKJIETOUHBI MeXaHM3M). Pexxe BcTpeuyaetcst BHYTPHCO-
CYMCTBIH TeMOJIM3, KOTA JIM3UC KJETOK TPOMCXOAUT 3a CyeT
AKTUBALMK CHCTEMbI KOMILJIeMeHTa. 5!

B KpoBH 3/10pOBbIX JIHLL XOJIO/IOBbIE arTJIIOTHHHHBI TPUCYT-
CTBYIOT B HM3KHMX TUTpax (1:8—1:64). [gM-remarrioTHHUHBI,
Kak MpaBuJIo, NMpUHALIEKAT K K-THIy.%? AHa/M3 HeMHOrouHc-
JIEHHBIX HAOJMO/IEHHH (KaK JIMTEPATYPHBIX, TaK U COOCTBEHHBIX )
T103BOJISIET MPUITH K BBIBOJLY, UTO A-THIT aHTH-MaKpOIJI00YJIMHOB
TMPUCYLLL MCKJIIOUMTEBHO OIyX0J1eBoH JMdonposmdepaliny,
toraa Kak npu Hasuuuu BXIA 3a cuer Mk-aHTutes 10Kas3aTh
ee BTOPUYHOCTb JaJ1e€KO He BCEraa BO3MOXKHO M yAAeTCs JIMIIb
y orpaHuueHHoro yucaa 6ombHbIX. OnHako HemaHo (5-IWWM)
S. Berentsen (Hopserusi) coo61us o Tom, 4to y 33 GOJBHBIX ¢
nepsuunoit BXI'A B 50 % cityuaes GbLIH N0JIyUeHbl 10Ka3aTe -
crBa Hasinuusi MW.83

CHMHIPOM HENOCTaTOYHOCTH aHTUTeN. CHIKeHHe TIymo-
paJibHOro UMMYHHTETA H Pa3BUTHE CHHPOMA HEJLOCTATOUHOCTH
AHTHUTEJI UMEIOT TOT 2Ke MaTOreHe3 ¥ BCTPEUaIOTCst TIOUTH C TaKoi
»Ke yacToToi, Kak 1 npt MM (50 % c/iyuaes ), XOTs GOMLIIHHCTBO
vceJieloBatesiell 0TMEUaloT MeHbLIYIO CTereHb JeNPeccHt Hop-
maJibtbix Ig. [To Mepe nporpeccupoBanus 3a6oJsieBanus ypoBeHb
HOpMavibHbIX Ig 3akoHOoMepHO cHMxKaeTcst. s MW, noxasnyit,
GoJiee xapakrepHo cHikenne IgA, uem IgG, uro MoxeT 06bsic-
HUTB BBICOKYIO YaCTOTY HH(PEKIIMOHHBIX OCJ0KHEHHH, 0COOEHHO
CO CTOPOHBI BEPXHHUX JIbIXaTesbHbIX MyTel. [1o HalMm gaHHbIM, B
MOMEHT MOCTAHOBKH JIMarH03a 4acToTa PeIyKLHH HOPMaJIbHOTO
IgA B 4 pasa npesbiiaer TakoByto HopmanbHoro 1gG. Y 25 %
GOJIbHBIX OJIHOBPEMEHHO CHHXKEH ypOBeHb HOpMasbHbIX IgA 1
IgG. B narorenese nueBMOoHui npunaetcst 60JbllIoe 3HAYEHHE U
reMoJItHaMHYECKHUM HapyLIeHHsIM, 00yCJ/IOBJIEHHBIM MOBbILIEH-
HOI1 BSIBKOCTBIO M MOBPEXKIEHHEM MEJIKHX COCY/IOB JIETKHX.%

CHIKeHHOEe KOJIMYECTBO HOpMasibHbIX Ig B pasBepHyTOl
(hasze GoJ1e3HH CBHIETEJBCTBYET O PeIyKLUMH cekpeunn Ig
HOPMaJIbHBIMH KJIOHAMH MMMYHOITPO/yLIEHTOB He MeHee 4YeM B
10 pas.

Mepudepuueckas Heiiponarusi serpevaerca y 5—10 %
60sibHBIX MW,3486 oiHako, Mo MHEHHIO psiia aBTOPOB, €€ YacTo-
Ta npubanxaercs K 30 %.575 Ona BbipaxkaeTcs B HapylleHHsIX
TaKTUJIbHON W 60J1eBOH YYBCTBUTEJIBHOCTH M0 TUITY «[1€pPYaTOK»
M «HOCKOB», Tapecresusix. Yalle B mpolecc BOBJEKAIOTCS
HIKHIE KOHeUHOCTH. OObIYHO HMEET MECTO MeJUIEHHO Mporpec-
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cHpylolllee TeueHHe HEBPOJIOrHYEeCKHX pacCTpodcTB. AHasu3
ny6JMKaLMil Mo maroreHesy sToro cunapoma npu MW cuze-
TeJbLCTBYeT 06 OTCYTCTBHM €AHHOTO MeXaHM3Ma TOpaKeHHsl.
Mopdposiornueckne u 1aGopaTopHble HCC/IEN0BaHHST B TOLO0OHBIX
CJlydasix BbISIBJISIIOT KJAETOUHYIO (JIHM(OHIHO - T1/1a3MOLIUTaPHYIO )
MH(UILTPALMIO HEPBHBIX BOJIOKOH, aMMJIOWJI03, OTJIOKEHHSI
(neroautel) PIgM, B OCHOBHOM K-THIIA, B 9HI0- U MEPUHEBPHH,
KapTHHY UMMYHOKOMILIEKCHOTO NoJinHeBpuTa. 88992

K HacrosilieMy BpeMeHH jI0Kas3aH M MeXaHHU3M HMMYHHOTO
nevictust PIgM npoTHB aHTMreHOB HEPBHOH TKaHM: MHEJIHH-
accoupnpoBantoro ruukonporeraa (MAG), cynbdaruios,
5 THUMOB TaHTJIMO3WIOB, XOHAPOWUTHHCYJb(ata C, remapuH-
TpHCybdaTHOro aucaxapuna.® % Camast yacrast accouuarst —
PlgM — MAG. Cumnromartika Mpu 3TOM THIIE MOPaKEHHsI
HepBOB OOBIYHO JIUCTAJIbHASI U CUMMETPHUHAs; CTPALaloT Kak
JIBUrate/ibHble, TaK M UYyBCTBHTE/bHbIE (YHKIHMH (CEHCOPHBIH
KOMITOHEHT npeo6safaet). XapakTepHO MeAJIEHHO MPOrpeccu-
pylolliee TeueHHe Tpoliecca, CONpOBOXKIAIOLIEECs NepPHOIAMH
CTaOUIU3ALIHH.

KaxKkpliii H3 ykazaHHbIX MEXaHU3MOB MOBPEXKIEHHST HEPBHBIX
BOJIOKOH B OT/IEJIBHOCTH WJIH B Pa3HbIX COUYETAHMSIX CrocoGeH
BbI3bIBATb MX I€MHEJIHHU3ALHIO.

POEMS-cunapom (mosuHefiponatusi, opraHoMerasus,
sunokpunonartus, PlgM n uamenenust koxu ) mpu MW Berpeua-
eTcst KparHe peaKo.?

[lapanporenHemuueckass Hedponatus. KimHuueckue
cumnTombl Hepporatun npu MW 06bIYHO MeHee BbIpaXKeHbI U
BCTpeuatoTes peske, ueM npu MM. T1puunnoit 3Toro, BO3MOKHO,
SIBJISIETCS HEBBICOKUI ypoBeHb 3Kckpelnn 6esika BJ. [Toueunas
HEJL0CTaTOUHOCTh Pa3BUBaeTCsl pelko. B otinune or MM B nato-
JIOTHYECKHUH TIpolLleCC yallle BOBJIeKaeTCsl KIyOOUuKOBbIi armnapar
noyek. Hanbosee rposHbiM mposiBieHueM [gM-Hedponarun
SIBJISIETCSl He(POTHUECKHH CHHIPOM, BCTpevalolluiics Kpaiite
peKoOT 99 covernenbie naGmozen - cOMPOBOKAAIOLIIMHACS  OTEKaMH,
TUTOTIPOTEUHEMHUEH, CTOHKOH TPOTeMHYpHUeH, THUIepxoJecTe-
pUHEMHEH, CHMMNTOMaMH COCYIHUCTBIX TOUEYHBIX MOpaXKeHHH
(rMmepToOHMS, pPETHHOMATHS), TIOUYEUHOH HEAOCTATOYHOCTbHIO.
O6cyzknaetcst HECKOJIBbKO MPHUMH Pa3BUTHST HE(POTHUECKOTO
curapoma npu MW. [lo naHHBIM sUTepaTypHBIX MyGaUKALMH,
OJIHOFI U3 HUX sIBJISIeTCsT aMUIIon103.%498100-192 PacemarpuBaercs u
MeXaHH3M MacCUBHOTO oTJ10:KeHUs1 PIgM B sHnoTe i 6a3anbHoi
MeMOpaHbl Ki1yGoUKOBOro arnmnapata ¢ (pOpMUPOBAHUEM TaK Ha-
3bIBAEMbIX IJIOMEPYJIiPHBIX TPoMO0B.% Kexosist H3 coOCTBEHHOTO
OTBITA, aBTOPBI M0JIATAIOT, YTO MMPUUMHON MOpPayKeHUs ToUeK B
MO06HBIX PEJKUX CJydasix siBJSIETCS MPEUMYIECTBEHHO HMMY-
HOKOMIIEKCHBIH JIH(QY3HBIH TJIOMepYJOHE(PUT — pe3ysbrar
aHTuTebHON akTuBHOCTH PIgM ¢ chopMupoBaHueM IHPKYJIH-
PYIOLIMX MMMYHHBIX KOMIIIEKCOB, CMOCOOHBIX OTKJIaAbIBATHCS
Ha rJIOMepyJIsipHO# 0asaJ/ibHOl MeMOpaHe B BUJle TPaHyJIsIPHbIX
nenosutoB. [laTomopdonorudeckue HM3MEHEHHsT B TMOYEUYHBIX
6uonratax COOTBETCTBYIOT MPH 9TOM KapTHHE Me3aHTHOKAMNJI-
JISIPHOTO TyIOMepyJioHepUTa ¢ YacTbiM hopMUpoBaHHeM TyGy-
JIOMHTEPCTHLHAJIBHOTO KOMIIOHeHTa. [lo-BHIMMOMY, HMMYyHO-
KOMIJIEKCHbI BACKYJIUT SIBJISIETCS OCHOBHBIM 11aTOr€HETHUECKHM
3BEHOM B pa3BuTHH riomepysonatnu npu MW. C nonoGHbIMHU
BBIBOJIAMH COTJIACHBI HEKOTOPBIE HecsieioBaTesy. 03104

Amunounnos. Buisisasietcsi menee uem B 5 % coyuaes
MWETI05106 TTo coBpeMeHHBIM MPEACTABJICHHUSIM, AMHJIOWI03
npu MW oTHoCHTCS K Tpyrine BTOpHUHbIX Gopm L-amuionnosa
MPEUMYIIEeCTBEHHO C TePUKOJ/IATe HOBBIM THTIOM pacrpe/e/ieHus
0es1KoBbIX OTJIoxKeHUH. [locsienHue npeacrapistor co6o yno-
psioueHHbIe 6eJMKOBO-KPUCTAMIOMIHBIC CTPYKTYPBl — aMHJIO-
WiHble (PUOPUIIIBI, TIABHBIM KOMITIOHEHTOM KOTOPBIX §IBJISIIOTCS
MOHOKJIOHa/IbHble L-11enn uin ux N-KoHLeBble (parMeHTbl
(V-paiion), npudyem npeo6/anaioT A-LUenu Wik uX GparMeHThbl
(oTHOWweHKe K/A = 3:4).

KIMHUYECKAS OHKOTEMATOJIOTHSA



Makporno6ynusemus Banbpencrpema

Kannuyeckue mnposiienuss amuaounnosa npu MW Ttakue
ke, Kak mpy MM. B nepByto odepesb 1 riaBHBIM 00pa3oM M0-
paxkaloTcsi opranbl, GoraTble KOJJIAreHOM: aaBeHTHLHAJbHAS
000J104Ka COCY/IOB, MbILIILIbI (Ceplle, A3bIK), IepMa, CyXOKUJIUS
M CyCTaBbl, KeJie3bl BHYTPEHHeH ceKpeluH, JUMbaTHIeCcKHe
y3Jibl, nepudepuueckie HepBbl. B reueHn u cejie3eHke mac-
CHBHbIE aMUJIOM/IHbIE OTJIOXKEHHSI BCTPEUAIOTCSl OUYeHb PEJIKO.
[Touku 0ObIYHO He MOpaXKaIOTCsl W U3MEHEHHUS] B HUX ObIBAIOT
He3HaunTeNbHbIMU. B psiie ciiyuaeB cBoeoOpasHble aMUJIOUIHbIE
JIEMO3UThI BbISIBJISIIOTCS B Jlerkux U 1o xouy JKKT.

M. Gertz, R. Kyle coo6uiator, uto y GosbHbix MW yaiie
BCEro B IPOLIECC BOBJEKAIOTCS cepitie H Jjierkue.

[TopaxkeHHsT yKa3aHHBIX OPraHOB M TKaHell BCTPeYarnTCst
KaK U30JIMPOBAHHO, TaK H B PA3HbIX COUETAHUSX U, KaK TIPABHUJIO,
CTAHOBSITCS PUYUHON CMEPTH OOJILHbIX.

[IpuKku3HEHHDBIH MarHo3 amusonao3a TpyieH. Heobxonuma
OUOTICHST KOXKH, CJH3UCTbIX 000JI04eK (MOJIOCTH pTa, NPSIMOK
KUIIKH ), JUM(ATHIeCKUX Y3JI0B, MbIILL, KOCTHOTO MO3ra CO
crielualbHbIM OKpalIMBaHUEM CPe30B GHONTATOB HA aMUJIOM]L U
MCCIIeIOBAHNEM KX B MOJIIPU30BAHHOM CBeTe (JBOIHHOE JIyderpe-
JIOMJIEHHE aMUJIoUAR ). B nocsiesinee Bpemst ¢ LieJ1blo IHarHOCTHKH
LIMPOKO HCMOJIb3yeTcst OMonTar a0J0MHHAJBbHON TOAKOKHOM
JKUPOBOH KJIETYATKHM: HA aMHJIOWI OKPAlUMBAETCSI COCOUKOBBIN
CJION JIEPMBI 110 X0y KOJIIAar€HOBBIX BOJIOKOH (UyBCTBUTEIbHOCTD
metona coctasiseT 70—80 %). HauGonee TouHbli meTon —
MMMYHOTHCTOXHMHUECKHI ¢ UCMOb30BAHHEM MOHOKJIOHAJBbHbBIX
aHTUTes K 6esIkaM-Npe/ilecTBeHHUKAM aMUJION/IA.

[TatoreHes aprponartuii 1 KoxkHoro 3yaa npu MW npunsro
CBSI3bIBATH C JIEHKO3HOH MH(UJIBTPALMEH, OTIOKEHUSIMH aMHU-
JIOUJIA U HMMYHOKOMIIIEKCHBIMH TTIOPAXKEHUSIMH COCY/IOB JIEpPMbl
1 CHHOBHAJIbHbIX 060JI0UEK.

YacTblil KAMHHYECKUH CUMITOM — 3HAUUTEJbHOE CHUXKe-
HHMe Macchl TeJla — OTMeUaeTcsl BCEMH HCCJle/loBaTesIMU, Ha-
yunas ¢ J. Waldenstrom. ITatorenes ero uayueH HeJIOCTaTOUHO.
He uckimoueno, uto npu MW yalie, yeM 3TO NPUHSITO CUMTAT,
nopaxaetcst Jumdarnueckuit annapat JKKT W Bosnukaer
CKPBITHIH CHHAPOM HELOCTaTOUHOTO BeachiBanus (Mmalabsorbtion
syndrome).!%

[MoBbllIeHHas YacToTa aNMUTENUATIbHBIX ONYyX0Jel Y 60Jlb-
Hbix MW oGcyxknaercs B iutepatype ¢ Hauasna 1970-x ronos u,
BUIMMO, MOXKET CUMTATLCS A0Ka3aHHOH.’$6168 He wpckiioueHo,
uTo MW noBbILIaeT pUCK PA3BUTHSI BTOPOI OMYXOJ1H HE3aBUCUMO
OT pe3yJibTaToB JeueHusl. F3aBecTHbl MHOrouMC/IeHHbIE ONKCca-
HHUS1 paka pas/nuHblx opranos npn MW. Hacrora npuKu3HEHHO
pacriosnaBaeMbIx Kom6unauuii MW u paka coctasssier 15,5 %
c/ydaeB B Haweil cepun nHabmonenuii u 20 % — B Mcc/eI0BaH -
six M. MacKenzie, H. Fudenberg.®® I1pu atom B nogasJstiotiiem
GOJILIIMHCTBE CJIydaeB JMarHoCTHpyeTcs: 6a3ajbHOKIETOUHbIH
paK KO¥KH.

OWATHOCTUKA

Junarnos MW He Bcerza mpocT. DTO CBS3aHO C CyLIECTBOBA-
HUeM OOJIbILIOW TPYIMIbl Pa3/nyHbIX 3a00JIeBaHHUI, CONPOBO-
JKJAIOLIMXCST  Pa3BUTHEM  HEOIYXO0JIEBOH  (aCCOLMMPOBAHHON )
MOHOKJIOHAJIBHOH ~ MakporsioOyauHemun  (renatutbl, DBXIA,
cMellaHHast KpuorsiobynuHemus Il Tuna, nepudepuueckasi mo-
JIMHEponaTHsi, aMUJION]103 1 JIp. ), a TaKxKe C HEOJHOPOAHOCThIO
Mopdosiornyeckoro cyberpara 6osesnu. Kpome toro, cornacho
WHO-knaccudukauyn 3peabix B-kaeTouHbix Jumdaruieckux
onyxoJieit (2008) 1 coGCTBEHHBIM JIaHHBIM, TIpojyKiust PIgM
MOXKeT ObITb CBOHCTBEHHA MHOTHUM M3 HUX:

® xponuueckomy JuMdoeiiKo3y/TuMPOMe U3 MabIX JTHM-

ouuToB (XJIJT/JIMJ]);
® JsiuMdoMe M3 KJIETOK MapruHaJbHOU 30HBI CeJie3eHKH

(JIM3C);
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@ BoJocatokgeTouHomy Jeikosy (BKJI);

e HeksaccuduuupyembiM hopmam JAuMbOMBI/efiko3a ce-
JIE3EHKH;

® MHOXKeCTBeHHO# Muesome (MM);

® OGouesnu TsKesbix Henei W (BTLL w);

@ SKCTPAHOMAJBHON MYKO30aCCOLMUPOBAHHON JUMdOMe
MapruHaJbHoil 30Hb (MALT-uMdpoma);

® QouukyasipHoit aumdome (DJI);

® JsuMdome MaHTHIIHOM 30HbBI (JIM3);

® 1uddysHoii B-kpynHokaeTouno# numdonme (IBKJT).
CJieslyeT MOMHHTB, YTO CYLIECTBYIOT TAKKe TPYAHO KJacCH-

(umpyemble 3pesibie B-kiaeTounbsie nuMdaTtHieckue OmyXosu

C JIBOMHOM MaparpoTerHeMHel, MPH KOTOPBIX OHHM U3 MOHO-

kJIoHanbHBIX [g BeIcTynaet PIgM.

[TpakTnuecku aast pacrnoguaBanuss MW HeoOXOIUMBIMH 1
JIOCTATOUHBIMH SIBJISIIOTCS] ABA KPUTEPUSI:

1) ™opdosioruyeckoe [10KasaTesbCTBO HaJUudsi JuMpa-
THYECKOH OMyXOJIH: TNPEUMYLIECTBEHHOE MOpPaKeHHe
KOCTHOI'O MO3ra, CONPOBOXKJAIOlIeecs: ero MHpUIbTpa-
Mel MaJbIMHM JIUM(MOLUTAMH C MJa3MOLUTOMAHON HJIH
nJ1a3MOKJIeTOUHOH 11 depeHnpoBKOil (1aHHble Tpena-
HOGHOTICHH 0653aTebHbI);

2) BBISIBJIEHHE MOHOKJIOHAJIbHOH MaKPOTJIOOYJIMHEMHH.
[luTosornueckoe Hcc/eoBaHHEe KOCTHOTO MO3ra He BCerja

MH(OPMATHBHO B CBSI3H C TPYAHOCTHIO MOJTyUeHHS €70 IOCTATOYHOT0

KOJIMUECTBA MPH MyHKIHHU BeeCTBHE (hr6posa ctpombl. [TosTomy

TPenaHoGHOICHsT HCMOMb3YeTCsT ¢ IMarHOCTHYECKOH 1eJbI0 MPH

MaKpOr/100yIMHEMHH 3HAUUTE/ILHO 1IHpe, yeM mpu MM.
[ucTosornyecKoe uce1el0BaHie yBeJHYEeHHbIX JJUMpaTHye-

CKHX y3JI0B Ha paHHuX crajusx MW Toxe He y BceX GOJbHBIX

BBISIBJISIET JIOCTOBEPHbIE TPHU3HAKH HX OIMyX0JsieBOi TpaHcdop-

Mauuu. MeTo/IoM MpHKH3HEHHOH GHOTICHH NeueHH GoJiee YeM y

50 % GoJIbHBIX 0GHAPYKHBAIOT HecTelUpUIECKHE H3MEHEHHUS,

10 KOTOPBIM ipdepeHtraibHbli iuarnos mexxay MW u xpoHu-

YeCKHM TelaTiTOM HEeBO3MOXKeH. %

[Tpu ncrmosb3oBaHUM BCEX JOCTYMHBIX KJAUHHILHMCTY MOp-
(boJIOTHUECKUX METOJOB y psifa OOJBHBIX C MaJjoi WM yMe-
pPEeHHOH JuMQaTHuecKoil JUGO JUMPOUIHO-TJIA3MOKIETOUHOH
npoaudepanyeil B KOCTHOM MO3re, TEUEHH, CeJe3eHKe |
JuMpaTUiecKnX yajax u HeBbicokoMm ypoBHe PlgM Bompoc o
KauecTBe npolecca (0MnyXosb? peaklus?) OfHO3HAUYHO pelleH
ObITb He MoxkeT. Mopdosioruueckoe UccaeloBaHHe KOCTHOTO
Mo3ra npH KojuuecTBe JuMmdouutos Menee 20—30 %, a
nasMaTHueckux kaetok menee 10—15 % He nossossieT GbiTh
YBEPEHHBIM B O1yX0J1eBOil npupojie sumbonposndepatmu. O6-
Hapy:KeHHe Ke JHMMOUIHBIX CKOMJIEHHH B TpenaHoGHonTare,
KaK M3BECTHO, BCTpeYaeTcsi B HOPMe, MPUYEM OTJIHYUTH HX OT
Hava bHBIX CTAUH 3PENOKIETOUHBIX IMM(PAaTHIECKHX OTyX0JeH
Hepeako ObIBaeT HeBO3MOXKHO. [ToKa He ompaBanich HaTEKb!
Ha HMMYyHO(EHOTHITHYECKOE pacrno3HaBaHHE MOHOKJOHA MPH
MCCIEIOBAHNH MaJIbIX 00EMOB JIMM(ATHIECKOH OMyX0JH, T. K.
NpUMeCh HOPMaJIbHbIX JIUM(OLUTOB MelllaeT OJHO3HAUHOH
MHTEpIpeTalny peaysbratoB. Kpome Toro, HeT 3Haka paBeH-
CTBA MeXIy MOHATHSIMH MOHOKJIOHAJbHAsH TpoJsiHcepalus |
onyxoJsib. HUKTO He MOXKeT B HacTosilllee BpeMsi TOUHO Ha3BaTh
TOT MUHHUMAJIbHBII KOJIHYECTBEHHBIH MpPeJeJl, 32 KOTOPbIM MOp-
dostorndeckuil auarno3 B-numdonposudepalinin cTaHOBUTCS
abCcoJII0THO 10CTOBEPHBIM. [lyTHTe/IbHOE BPEMsl CUMTAI0Ch, UTO
HU3KUI ypoBeHb PIgM B cbiBopoTKe GoJiee XapakTepeH Juisl
«no6pokadecTBeHHOH» Makporjobyannemun (I[gM-MGUS),
yem it MW Bpio oueBuaHOo, 4To JuddepeHiinasbHO-
JHarHOCTHUEeCKasl 1leHa 3TOTO KpuTepusi Gojee 4eM COMHH-
TesibHA. B pekomennauusx skcnepTos, NpuHATLHIX Ha 2-IWWM
(2002), BnepBble ObLI0 OAUEPKHYTO, 4TO KOHLeHTpalus PIgM
B ChIBOPOTKE He HMeeT HH JIHarHOCTHYECKOr0o, HH TPOTrHOCTH-
yeckoro 3sHauenust.® WHO-knaccudukauus JgumpaTuieckux
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onyxoJeit (2008) yuna 3TOT KpUTepHH M 3aKpenusa ero B
nedununpn MW.”

Jlanuble o uacTtoTe «I00poKavyecTBeHHbIX» IgM-napa-
MPOTEHHEMHUH y pa3HbIX HCC/Ief0BaTeNel pe3Kko Bapbupytot. [1o
HalleMy MHEHHUIO, K UCTHHHO J00pOKaYeCTBEHHBLIM CJlelyeT OT-
HOCHTb TOJIbKO Mpexoasiue [gM-MoHOK/IOHa/IbHbIE raMMana-
THH B OTJIHUKE OT cTabmibHbIX [gM-MGUS, Kotopbie Hepeko
SIBJISIIOTCS OTHOCHUTEJIbHO I0OpoKadecTBeHHOMN cTanreit MW,

CHIKenue cojieprkatmst HopMasibHbIX 1g, Kak npaBuio, Ha-
CTyNaeT He paHee MOSABICHUS KJIUHHUYECKHUX TPU3HAKOB OIYXOJIH,
TteM 6ojiee yto npu MW oHO BbipaxkeHO B MeHblIeH CTerneHH,
yeMm npu MM. MckmtoueHnst U3 3Toro mpaBu/ia H3BECTHBI Kak
VISl «J1I00pOKaueCTBEHHOI» MaKpor/JoOy/JHHEMUH, TaK W s
OnyxoJieBOi. 5!

BrisiBsienne 6eska BJ B aTHX cuTyauusix momoraet pac-
noszHatb MW, T. K. ero Hasnuue sABJASETCS BAXKHBIM TIPU3HAKOM,
MPaKTHYECKH MaTOTHOMOHMYHBIM JUISl OMYyXOJIEBOH JUM(O-
nposudepani. [Ipy ero oTCyTCTBHM JMHAMHKA TOKa3aTeJel
(KJIMHHKO-TeMaToJIOTHIEeCKHX M HMMYHOXHMHUYECKHX) 6e3 Hc-
MOJIb30BAHUS LIUTOCTATHYECKHUX CPEICTB ABJSCTCS €IMHCTBEH-
HbIM KPUTEPHEM, MO3BOJSIOIIMM CyIHTL 00 OIMyXO0JIeBOH HJK
HEOITyX0J/1eBOH MPUPOJIe MAKPOIJIOOYTHHEMHUH.

ToJsbKO MCUe3HOBEHHE HITH CYLLIECTBEHHOE CHUZKEHHE MAKPO -
rj06y/IMHa MIPH OTCYTCTBUH YOEIUTENbHBIX MOP(OJOrHIeCKHX
JI0Ka3aTeJIbCTB OMmyxoqu, 6enka BJ B moue, nmmyHoneduinra,
HOPMaJIbHBIX T0Ka3aTesIsIX MHeJ0Nno033a M 0O0IleM XOpollieM
COCTOSTHHM TIO3BOJISIIOT HCK/IOUMTL MAJyl0 OIMyXOJIEBYIO JIHM-
ornposndepalyio U MOCTaBUTh JUArHo3 N0OPOKAUECTBEHHOH
npexofsiiell MoHOKJIoHaMbHONH [gM-rnobynunonatuu. Muorna
Takasi IMarHOCTHKA 3aHUMaeT MHOTO JieT U TpeOyeT OHKOJIorHYe -
CKOI1 HACTOPO’KEHHOCTH M MOXKM3HEHHOIO KOHTPOJIS.

Oco6oe MecTo B auddepeHIHaNbHON THATHOCTHKE 3a-
HuMator IlgM-MGUS c siBHOI ayTOaHTUTEJbHOH aKTHBHOCTBIO
M-napanpoTtenHa (scceHumanbHas Kpuoraobynunemus I1 tuna,
BXTA ¢ MoHOKJIOHAMBHBIMY [gM -anTrTe1aMKt ), a TakKe hopMbl,
aCCOLMMPOBaHHBIE ¢ 3a00J1€BaHUSIMU, B TMaTOreHe3e KOTOPBIX
MpearnosaraeTcsl Win 10Ka3aH MeXaHu3M ayTOMMMYyHOArpeccuu
(XpoHHYECKHIT aKTHBHBIH renatuT, cuHapom lllerpena, pesma-
TOMJIHBIN aPTPUT U IP. ).

MmmyHonenpeccuBHast, B T. 4. LIUTOCTaTHYECKasl, Teparnus
MoI06HBIX (OPM MPHUBOJUT K OrPAHHYEHHIO WJH Perpeccuu
MOHOKJIOHAJILHOH TIpoJiie paliii, Kako# Obl OHA HU Oblj1a, U TeM
CaMbIM OTO/IBUraeT Ha Heolpeie/IeHHbIH CPOK BO3MOKHOCTD pac-
nosHaBaHusi onyxosiu. [Ipu HeocTaToOUHOM MM Ge3yCrelHOM
JiedyeHHH O0JIbHBIE yMUPAIOT, KaK PaBHJI0, PaHbllIe, 4eM pasmep
Jaumonposudepalii 10CTUIaeT TOro mnpeiena, 3a KOTOPbIM
MopoJIOrnyeCcKHil THarHo3 CTaHOBUTCS HeCOMHEHHbIM. Karero-
pUYecKasi TpPaKToBKa MOA0GHBIX ClydaeB He Beeraa yoeauTeapHa
1 BO3MO2KHA.

Uro kacaeTcst APYrux 3pedibix B-KaeTouHbIX iuMdaTHIecKuX
OMyXoJieil, KOTOpble TakxKe crocoOHbl npoayurpoBath PIgM (ux
riepedeHb MPeJICTAB/IEH BhILlE ), TO NPH MPOBEIEHUH A1 hepeH-
LIHaJILHOTO JIUarHo3a cJje/lyeT OPUeHTHPOBATLCS Ha Psijl 0COOEH-
HOCTEI, CBOHCTBEHHBIX TOH HJIM HHOE HO30JIOTHUECKOM (hopMe.

1. XJWJ1/JIMJL. TTockoJbKy COOTHOLIEHHE JUMBOIHTOB
M TIJ1a3MaTHUECKHX KJIEeTOK B MopdoJiornieckoM cyberpare
MW BecbMa pas/iMiyHO, MPAKTHYECKH HEBO3MOXKHO OTJHMUYMTD
XJIJT ¢ cexkpenneir PIgM ot kiaccuueckoil gopmbl 60J1e3HH.
[Tpuxoaurest mpuberaTh K OLEHKE YPOBHsI MeprdepHuecKoro
JICHKOLMTO3a, a TaKKe YUMTBIBATH BeJHUMHY M-KoMMoHeHTa,
kotopblit pu XJ1JI ¢ PlgM uatie GbiBaer nebicokum.!” To-
MoraeT HMMyHO(eHOTHIHYeCKHi ananua: s XJIJI B otsrune
or MW cBoiictBeHHbI ciabast skenpeccus slg, CD5+, CD 23+
(06bluHO BhIcoKas ), CD22+/—, FMC7—, CD79b— 110

2. JIM3C. Ilomoratot knuHuueckue npusnaxu: aist JIM3C
XapakTepHa BblpaKeHHast cruieHomerasust. Eciu BbisiB/asieTcs
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PIgM, To ypoBeHb ero MoxkeT ObITb KaK HU3KUM, TaK H OTHOCH-
TEJIbHO BBICOKHM ( HEYACTO ), TOITOMY OPHEHTHPOBATHCS HA HETO
cozkHO. [IpuHUMAIOT BO BHUMaHKe pe3yJsibTaThl MMMyHO(EHO-
TUnHYeckoro anamuaa: it JIM3C TunuuHa runepskcnpeccHst
CDI lc(npu MW onain6o oTcyTeTBYeT, MO0 BhIpaXKeHa ¢1abo).
Akcenpeccust CD25 ckopee coiictBenHa MW, uem JIM3C. [Tpu
MW CD103 Bcerna neratuseH, npu JIM3C skcnpeccupyetes
B 40 % cayudaes.'!! B nacTosiiiee BpeMsi IPOBOISITCS YIUIYOJeH-
Hble LUTOr€HETHYECKHE MCCJIEIOBAHUS, KOTOPblEe, BO3MOXKHO,
no3BoJisiT B Oyjylem GoJiee THIATENbHO pas3rpaHHuUTh 3TH JIBE
BO MHOTOM CXOJIHBbIE M€y COO0H HO30/10THIecKHe (hOPMBI.

3. BKJI. Hactb ciyuaeB conpoBoxaaetcs cekpermeii PIgM
(vae PlgG). Hepeaxko mopdosornsi omyxXoseBbIX KJETOK B
[IUTOJIOTHYECKHX Mpernapartax KocTHoro mosra npu MW neotsu-
unma ot TakoBoi# npu BKJI. B nnddepenunanbroit anarnoctike
npujaaeTcsi 3HaueHUe KJAMHMYECKOH KapTHHe, O0COOEHHOCTAM
aHaiM3a KpoBH (MAHIUTONEHHsI, MOHOLUTONEHHS), pe3yJibTa-
TaM LMUTOXUMHYECKOTO M HMMYHO(EHOTHITHUECKOTO aHAJN30B
(crierucpruHOCTL  TIOCJENHEr0  oTHocuTesibHast): CDIle+,
CD22+ (Bblcokas skcnpeccnsi), CD25+, CD103+.

4. MM. Muddepenuporate MM 1 MW odeHb TpyJHO.
ITH pejiKHe Cilyuau ONHUChIBAIOTCS B paMKax Kak OJHOH, Tak H
JPyroil  Hozosorudeckoit (opmbl.># 15 TIpeumyliecTBeHHO
nIa3MoK/ieTouHast MopgoJoruss 06pa3iloB KOCTHOTO MO3ra,
HaJIMuMe 04aroB OCTeosn3a, BeipaxkeHnHas skcnpeccus CD38 u
CD138, otcyrereue CD20, nanunuue t(11;14) pematot Bonpoc
B 1oJibgy MM.

5. BTL, p. Kntouesast posib B AMarHOCTHKE LEJMKOM TPH-
HaJUIEKUT MUMMYHOXMMHUYECKOMY aHasiudy OeJIKOB ChIBOPOTKH
KPOBH M MOYH.

6. MALT-numdpoma. BopsieueHne KOCTHOro Mo3ra B OIly-
XoJ1eBbIi npoliece Hevyactoe. PIgM cekpertupyercst peaiko, U ero
KOJIMUECTBO He3HauuTesbHoe. OJHAKO HEKOTOpble MalkeHTbI
MOTYT UMETb BBICOKHH ypoBeHb cbhiBopoTouHoro PIgM u kiin-
HUYecKylo kaptuay MW,!'® yto oueHb 3aTpyaHseT AMarHOCTHKY
B 3THX peiakux ciyuasix.’’ CrieltuprUIecKnx UMMYHOJOMHYECKHX
MapKepoB HeT.

7. ®J1. TpynHoctell B IMarHoCTHKe OOLIYHO HE BO3HUKAET.
OCHOBHBIMHM KPUTEPHSIMH JIATHO3a SIBJISIIOTCST TUCTOJIOMHST Oy -
X0JI1 ((POJUTHKYJIbI, COCTOSILIHE U3 LIEHTPOLUTOB W LieHTpoOsIa-
cToB) M crieuuduieckuit ummyHodenotun CD10+, BCL-6+,
4TO HecBokcTBEHHO MW,

8. JIM3. 9. ABKJI. CnoxHoctell B auddepeHInan-HOM
JIMarHose Her.

Kpome Toro, onmucanbl GoJibHblE, Y KOTOPbIX <«KJACCH-
yeckui» s MW cMmeliaHHblil Moposoruueckuii cyoerpat
JIeliKo3a M «TMIHYHbIE» KIMHHYECKHE CUMITOMBI HaOJII0/1a/InCh
pH MOHOKJIOHAJIbHOH TTpojyKik [gG niu IgA S1HT7- 118

Takum o6pasom, cpemnt 3pesbix B-kaeTouHbx aumbaTtiye-
ckux omyxoJqieft ¢ cekpeuneil PIlgM Berpeuatotest nabaonenus,
HO30JI0THYECKAs MPUHAAIEKHOCTh KOTOPBIX HE MOJIaeTCs
TOYHOH WIeHTH(HUKALHMH, TTOCKOJIbKY MOP(OJIOrHIecK i cocTaB
OIyXOJIM COOTBETCTBYET OJIHOH HO30JI0rMUeCKOH opme, a Mnpo-
JYKLUS — JIPYroH.

B uenom MW cBOHCTBEHHbI XpOHHYECKOE, CIOKOHHOE
TeueHue, MeJJIeHHast JMHAMHKA Pa3BEPTbIBAHUS CHMIITOMOB, a
4acTo — MHOTOJIETHUI GecCHMNTOMHBIH T1epro. [TpuHATO BbI-
NeJATh TpH (hopMmbl 3a6osieBaHus: 1) GeccumnToMHast; 2) Mel-
JIEHHO TIpoTpeccupyionias (Mpoao/LKUTENbHOCTD KU3HN Goslee
5 JieT); 3) ObICTpO Tporpeccupyroiiasi (MpoaoKUTEJIbHOCTD
Ku3HU 0KoJio 2,5 toma).®® Yacrora Bsiotekyuux («smolder-
ing») dhopm (daz) nocturaer 18 %, AMUTENLHOCTL CTAOUILHOTO
KJAMHUUECKOro njarto Ge3 Tepanun — 7—9 Jjer, a uHOrma U
HeCKOJIbKO JlecsiThiieTnit.!!” Octpble hopmbl 3abosieBaHus C
HU3KOAU(DDePEeHIHPOBAHHBIM  KJIETOUHBIM COCTABOM, paHHeN
MHEJIOJIENIPECCHEN U CKJIOHHOCTBIO K 04aroBOMy CapKOMHOMY

KIMHUYECKAS OHKOTEMATOJIOTHSA
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pocty Bcrpedaiotess penko. OObMHO € TaKUMH CHMIITOMaMM
MpOTEKaeT TepMHUHaIbHAs cTanus (pasza) 6onesHu.

NPOrHO3

[To pannbiM iuteparypbi'® u corsacio IPSSWM (mexayHapo-
Hasl CHCTEMa OLIEHKH MPOrHOCTHUECKHX akTopoB npu MW),!?
K (hakropam Bbicokoro pucka npu MW mNpuHATO OTHOCHTb
CJle/lylolliie NapaMeTpbl, BbIsIBJAsIEMble B MOMEHT T1OCTAHOBKH
JMartosa:

@ Bo3pact crapiie 65 JeT;

ypoBeHb remorsio6una menee 115 r/i;

ypoBeHb TpoMGoiuToB MeHee 100 000/MK.I;

yposenb 3,-muxporaoOynuna 6onee 3 Mr/;

ypoBenb M-rpaauenta 6osiee 70 r/i.

OnbIT MOKAa3bIBAET, YTO 3HAYEHHE ITHUX (PAKTOPOB OTHOCH-
TeJILHO U UTO MPOTHOCTHYecKHe napameTpbl npu MW TpebytoT
JlaJIbHEHLIEr0 N3yUeH s 0 YTOUHEHHUSI.

MW He TpeOyeT HemenJIeHHOro Ha3HaueHusi Tepanuu. Bo-
TMEPBbLIX, pelleHHe 00 UCMOb30BAHUH IIPOTUBOOITYXOJIEBLIX CPEJICTB
MPUHUMAETCS TOJTBKO MOC/Ie MOMyUeHHs! IAHHBIX, HE OCTABJISTIOLINX
COMHEeHMH B juarHose. Bo-BTOpbiX, GecCHMNTOMHBIE (DOPMBI
(«smoldering»-BapuantT MW) Tpe6yIOT HCK/IIOYHTENBHO HAGIO-
Jlenust, naske eci yposenb PIgM > 20—25 r/a1. TTo stomy nososy
ette B 1991 r. J. Waldenstrom cdpopmysposasn ocHoBHOI Borpoc,
KacatoLI1ics TeparneBTHYeCKHX MoX010B 1pu MW: jieunThb 1 He
Jeuntnb.'? [okaszaHuAMHU K Hayally JeYeHust CIyxKaT MosiBJIeHHe
KJIMHUYECKHX CHMIITOMOB GoJie3HH (B-cuMnTomel), BhipaskeHHast
JuMdajieHonatyst i/ uin opraHoMerasys, cyliecTBeHHas IMHaMH1Ka
Hapactanusi PIgM, muesionenpeccusi. Llutocratuueckas Tepanust
HeoOX0oMMa U NPH HaMMUKMK ocioxKHeHUi MW, 06yc/IoBIeHHBIX
Makpora06ynuHeMueil (MoBbILIeHHe BSI3KOCTH, KPOBOTOUHBOCTD ),
komiiekcupoBaneM PIgM ¢ npyrumu 6esikaMH KpPOBH WJIH
€ro aHTHTEJIbHOH aKTHBHOCTHIO (KpHorsobysmuHemusi, BXIA,
nepucepudeckast nosuHeiiponatsi, AUPQY3HbIH HIMMYHOKOM-
TUICKCHBIH TJIOMEPYJOHE(PUT) H MOBPEKAAIOLUINM JCHCTBHEM
6esnka BJ (moueunasi HepoctatouHoCcTh). B Tex ciyuasx, koraa
BO3HHMKAIOT COMHEHHsl B 11€71€CO00PAa3HOCTH MPUMEHEHHS XH-
MHOITpenapaToB, yl106HO HCI0Jb30BaTh MJa3Mmadepes, ObICTPO
ycrpanstioit - nposieienust  CIIB,  HMMyHOKOMIJIEKCHOTO
BACKYJINTA U FeMOPParuyecKoro CHHApoOMa.

UntocTatnyeckaa xummotepanua

[IpuBoaMM TIPOTPAMMBI LIMTOCTATHYECKHX PEKUMOB, HaH-
00J1e€ 4acTo HCMOob3yeMbIx B Teparnun MW,

JleiikepaHn (xnop6ytun) + npeauusonon (CP) (Knospe,
1974)

Jlefikepan 5 mr/m2 BHyTpb ¢ 1-10 110 3-i IeHb.

[Tpennnsosnon 50 Mr BHYTpPb ¢ 1-r0 110 3-i 1eHb.

[lepepbiB Kaxble 2 Hel.

M2 (Case, 1977)

Bunkpuctun 1,5—2 Mr BHyTpHBeHHO B | -1 JIeHb.

BCNU (Carmustin) I mr/kr BHyTpHBeHHO B 1-ii IeHb WK

CCNU (Belustin) 80— 120 mr BHyTpb B | ieHb.

Huknodpocdamun 800— 1200 Mr BHyTpUBEHHO B 1 -1 IeHb.

Aunkepan (mescanan)* 10 mr BHyTpb ¢ 1-10 1o 7-it win ¢
l-ro mo 10-i nenb.

peanusonon 1 mr/kr BHyTpb ¢ 1-ro mo 7-i nenb, nafee
paBHOMEpPHOE CHHXKEHHE JI03bl 10 21-ro AHS Kypca, oTMeHa Ha
22-1i ieHb.

[TepepbiB 3—4 Hep. (1ocsie OTMEHbI TPEAHU30JI0HA ).

* Ankepan npu MW vacro 3ameHsietcst XJ10pOyTHHOM (J1efi-
KEpaHOM ) B TeX e J103aX.
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M2 + nokcopy6uuuH

To xe, uto B mporpamme M2 + noKcopyOUIIMH BHYTPUBEHHO
B 1-it nenb xypca B g03e 30—50 mr/m2. Jlosa 10KCOpyGHLMHA
ONpeJIesISieTCsl HCXOHBIMU T10Ka3aTe/IsiMi YPOBHSI JIEHKOLMTOB
¥ TpoMGouuToB. [IpH  yIOBJIETBOPUTENILHBIX [OKA3aTeJIsiX
KpoBH (Jefikouuthl Gosee 2,5 X 10°/a, TpomGouutsl GoJee
100 x 109/1) Ta e 1032 10KCOPYOHLIHHA BBOAUTCS MOBTOPHO Ha
8-11 nnu 14-it neHb Kypca.

Jloza npesHu30/10Ha B 3TOM Kypce MOXKET ObITb MOBBILLIEHA JI0
90—120 mr B CyTKH B TeyeHHe TNepBbIX 7 aAHeH. CHIKeHHe I03bI
PEKOMEH/IyeTCsl POBOJUTD C 8-T0 JIHSI 110 O MI' B CyTKH 10 OTMEHbI.

JlresibHOCTD MepepbiBa 10cCjie TPOBEJEHHsT Kypea Co-
craBJisieT 3—4 Hejl. U ONpe/eIsieTesl CPOKaMH BOCCTAHOBJIEHHSI
MHEJI0N033a.

COP (Monserrat, 1985)

Luknodochamun 300 Mr/m> BHYTPHBEHHO WJH BHYTPb C
1-ro o 5-i geHb.

Bunxpucti 1 Mr/m2 (MaKCUMANbHO 2 MT') BHYTPHUBEHHO B
1 -1 1eHb.

[Ipennusoon 40 mr/m? BHYTPb C | -T0 110 5-i1 IeHb.

[TepepniB 22 nust (cuet oT 1-ro mHs Kypea).

Mini-CHOP (French Cooperative Group, 1986)

Lnknodocdan 300 Mr/m? BHYTPHBEHHO WJIH BHYTPb ¢ 1-ro
o 5-ii IeHb.

Anpuamuuyn 25 Mr/m2 BHyTPHBEHHO B 1 -ii IeHb.

Bunkpuctun 1 mr/m? (Makcumasibio 2 M) BHYTPHBEHHO B
1 -1 neHb.

[peanuszoson 40 Mr/m? BHYTPL ¢ 1-10 110 5-ii feHb.

[lepepbiB 22 nust (cuet oT 1-ro qus Kypea).

VAD (Barlogie, 1984)

Bunkpuctuu 0,4 Mr/m2 B 1 —4-ii IeHb TOCTOAHHO BHYTPH-
BEHHO Yepe3 JIBYXXOI0BOH KaTeTep ¢ NoMollpbio HH(y3omaTa.

Anpua6nactun 9 mr/m2 B 1 —4-ii ieHb NOCTOSHHO BHYTPH-
BEHHO 4Yepe3 JIBYXXOI0BOH KaTeTep ¢ NoMOllpio HH(y3omaTa.

Jlekcamerazon 40 Mr BHYTpPb B OJIMH MpHEM yTPOM B 1 —4,
9—12u 17—20- quu.

Hauagso cnenyioniero kypca Ha 28-it ietn (cuer ot 1-ro aHst
Kypca).

B nxu npuema 1ekcamerasoHa HeoGXoauMa aasias ineTa,
npuem 6J0KaTopos H,-peLenTopos 1 aHTaUMAHLIX IpenapaTos.
BosbHble HyxKaatoTest B MpodHUIaKTHIeCKOH aHTHOAKTepHallb-
HOH Tepanuu U afeKBaTHON ruapataluu (He MeHee 2—3 J1 MOUM
3a CYTKH).

®daynapabuna moHodocdar (Keating, 1989)

®ynapabun 25— 30 Mr/m?2 BHYTPHBEHHO KareibHO (30-Mu-
HyTHast uHy3us) | pa3 B cyTku ¢ 1-ro no 5-ii neHb. [lepepnis
28 nnett (o okonuanuu Kypcea). [TpoBoautest 3—6 Kypcos.

®aynapabuna moHodocdhar + uuknodochamun (FC)
(O’Brien, 1998; Flinn, 1998)

®yynapabun 25 Mr/m? BHyTpHBEHHO KareabHo 1 pas B
CyTKd B | —3-11 ieHb.

Luknodochamu 250 Mr/m? BHYTpHBEHHO Kane/bHo | pas
B CyTKH B 1 —3-1i IeHb.

[TepepniB 4 nejn. [TpoBoautes 4 kypea.

2-xnopoaeokcuanaeHosut (Piro, 1988)

2-CDA (Knanpu6un) 0,1 Mr/Kr B 1 —5- w1 —7-if 1eHb
MOCTOSIHHO BHYTPUBEHHO C MOMOLIbIO HHpy3omaTa. Eciu ypo-
BeHb TPOMGOLMTOB cocTaBJseT Menee 60 X 10%/1, To cyTounas
103a ipenapara cumkaetest 10 0,05 Mr/kr.

[TepepniB 28 nHeit (o okonvyanuu Kypca). O6bIYHO TPOBO-
autest 2—4 kypea.

Knanpubun B TOi 2Ke CyTOUHOI J103€ MOXKET HAa3HAUATLCS B
BUJIE 2-4aCOBOI HH(Y3UH HJTH TTOIKOXKHO.

Putykcuma6 (Treon, 1999)

Purykcuma6 (Ma6Tepa) 375 Mr/m? BHYTPUBEHHO Kare/bHo
1 pas B HefleJl0 B TeueHue 4 Hel.
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[Ipn orcyrerBun mporpeccuposanus MW, Haunnasi ¢ 12 ven.
OT HavaJ/ia Teparuu, cjeiyer MNoBTOPUTH KypC.

Purykcuma6 + CP (R-CP)

Putykcuma6 (Ma6Tepa) 375 Mr/m? BHYTPUBEHHO Kare/bHo
B 1-ii 1eHb.

Luxnodocdamun 1000 Mr/M2 BHYTPHBEHHO KaneJbHO B 1 -ii
JIEHB.

[Ipemnusoson 100 Mr B cyTKH BHYTPb B 1 —5-i1 IeHb.

MWUHUMaJIbHBIN TIepepbiB 3—4 Hel.

KosuecTBO KypcoB He persiaMeHTHPOBaHO.

Putykcuma6 + CVP (R-CVP)

Putykcnuma6 (Ma6tepa) 375 Mr/m? BHYTPUBEHHO Kare/bHO
B |- 1eHb.

Lurnobochamua 750— 1000 mr/m? BHYTPHBEHHO Kane/bHo
B 1-il 1eHb.

Bunxpuctun 1,4 mr/m? (MakcUMa/bHO 2 MT) BHYTPMBEHHO
B 1-ii 1eHb.

[Tpennusosion 100 Mr B cyTKH BHYTpPb B 1 —5-ii ieHb.

MuHUMaJILHBIN TTepepbiB 3—4 Hell.

KosuecTBo KypcoB He persiaMeHTHPOBaHO.

Putykcuma6 + CHOP (R-CHOP) (Cruczman, 2001)

Putykcuma6 (Ma6tepa) 375 Mr/m? BHYTPUBEHHO Kare/bHO
B 1-il 1eHb.

Lurnobochamua 750 mMr/m? BryTpuBenHo B 1-ii aeHb.

Jlokcopy6utinn 50 Mr/M2 BHYTPUBEHHO KareJsbHO B 1-i ieHb.

Bunkpuctun 1,4 Mr/m? (MakcuManbHo 2 Mr) BHYTPHBEHHO
B 1-il 1eHb.

[peanuszonon 100 mMr/cyt BuyTpb B 1 —5-ii 1eHb.

MunumanbHbli nepepbis 3—4 Heg.

KosuecTBo KypcoB He persiaMeHTHPOBAHO.

Putykcuma6 + 2-CDA + uwuknodochamun (RCIC)
(Weber, 2003)

Putykcuma6 (Ma6tepa) 375 Mr/m? BHYTPUBEHHO Kare/bHO
1 pa3 B HeneJmio B Teuenue 4 Hen. — B 1, 8, 15, 22-11 qau.

2-CDA (knampu6un) 1,5 Mr/m? NoJKoKHO 3 pasa B CyTKH B
1 —7-1 neub.

Lurnobochamua 40 mr/m? BuyTph 2 pasa B cyTkH B 1 —7-ii
JICHb.

[lepepsiB 6 Hen. [TpoBoautes 2 kypca.

Putykcumad + daynapadun (RF) (Treon, 2002)

Gaynapabun — cM. Boitle « PyynapaGuH B MOHOPEKUME ».
[1poBoautcst 6 Kypcos.

Putykcuma6 — 8 uHpy3uil B cranmapTHoi no3e | pas B
4 Hen. B Teuenue 31 He.

Putykcumab + FC (R-FC) (Keating, 2000)

Putykcuma6 (Ma6tepa) 375 Mr/m? BHYTPUBEHHO Kare/bHO
B 1-il 1eHb.

Gaynapabun u uKaIopochaMu BBOIATCT aHAJTOTHIHO
nporpamme FC Bo 2—4-i1 nenb Kypca.

[lepepniB 3 nen. [TpoBoautes 4 Kypca.

DRC (Dimopoulos, 2004)

JHekcamerazon 20 Mr BHyTPUBEHHO B 1-ii ieHb.

Putykcuma6 375 mr/mM> BHYTpUBEHHO KarmesibHO B -
JIEHb.

Luknohochamua 100 Mr/m? BHyTph 2 pasa B cyTkH B 1 —5-
it e (cymmapuas 103a — 1000 mr/m2).

[TepepbiB — 3 Hen. [IpoBoautest 6 KypcoB.

Tanupomun +  gekcamerasoH +  KJIapUTPOMMLMH
(Coleman, 2002)

Tanunomun 50—100—200 Mr B CyTKH BHYTPb MOCTOSIHHO
JUTHTEJbHO (He MeHee 3 Mec. /Uil OLEeHKH 3((PEeKTHBHOCTH Te-
panuu).

JHekcamerazon 40 mr | pa3 B Heae 110 BHYTPb Napasiie/bHO
TaJHIOMHULY.

Knapurpomutun 250 Mr BHyTpPb 2 pa3a B CyTKH MOCTOSIHHO
JUIUTEJIbHO (Mapajiie/ibHO TPUEMY TaJlUI0MU/IA ).
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Tanupomun + npeaHu3070H (CO6CTBEHHBIE pEKOMEHAAINH,

2002)

Tanunomun 50— 100 Mr B cyTKH BHYTPb MOCTOSIHHO JUTUTEb-

HO (He MeHee 3 Mec. Juls OLleHKH 3((eKTHBHOCTH TEParniu ).
[Tpennusonon 50 Mr B cyTKH BHYTpPb B 1—5-11 JieHb ¢ 110-

CJIeNlylOUIMM CHUKeHHeM U oTMeHol K 10—13-my aHlo OT ero

Hauasa. Kypcel mpoBozsiT ¢ yacroroii 1 pas B 3—6 He. napai-

JIeJIbHO TIPHEMY TasIHIOMHJIA.

Tanupomun + putykeuma6 (Soumerai, 2007)
Tanunomun 100—200 mMr B CyTKH BHYTPb TOCTOSIHHO JJH-

TeJIbHO, He MeHee | roza.

Putykcuma6 375 mr/m2 BHyTpHBEHHO KanesbHo 1 pas B

Hezesto Ha 2—5-1i u 13— 16-1 Hee X OT Havasa Teparnuu.
CorylacHO peKOMeHIALHUsIM, TIPUHATEIM Ha 3-M MexnyHa-

poaHoM cumnosuyme no MW (3-IWWM), npuBoaum kpurepuu

OLLlEHKH Tepanuu (OHH HeOOXOJUMbI /s CPAaBHEHHs] KauecTBa

OTBETOB CpeIM psila Pas3JIMUHBbIX KJIHHUYECKHX HCCIIe/10Ba-

Hui).'?!

[Moaubiit orBet (CR — complete response):

@ ucuesnosenne PIgM B cbiBOpOTKe W Moue, 10Ka3aHHOE
mertonoM U®P; rucrosornyeckoe 10Ka3aTeibCTBO OTCYT-
CTBHS$I OTTyX0JIEBOTO MOPAKEHHUST KOCTHOTO MO3Ta;

® OTCyTCTBME ajleHonaTuu/opraHoMerany, NoATBepK/IeH-
HOe JaHHBIMU KoMTbloTepHO# ToMorpaduu (KT);

@® OTCYTCTBHE KJIHHHYECKHUX CUMIITOMOB H IIPU3HAKOB, UMe-
[OLKX oTHOIIeHHe K MW,

® CR nosmkeH ObITh MOATBEPK/IEH NMOBTOPHO MeToaoM MP
He paHee ueM 4yepe3 6 Hell. 10CJje ero MepBUHUHON peru-
CTpalyy.

Yactuunsiit otBet (PR — partial response):

® Gouee 50 % penykunn PIgM B cbiBopoTKe IIpH onpejeJie-
HUU METOJIOM 3J1eKTpodopesa (DD);

® Gosee 50 % ymenblueHus ajeHonaTHn/opraHoMeranm
10 JaHHbIM puanKaabHoro uceaepoBanus uaun KT;

@ OTCYTCTBME HOBBIX CUMITOMOB HJIH TPU3HAKOB aKTHBHO-
ctu MW.

Maubiit orBer (MR — minor response):

® Gouaee 25 %, no menee 50 % penykuun PIgM metonom
20;

@® OTCYTCTBHE HOBBIX CUMIITOMOB HJIH TPU3HAKOB aKTHBHO-
ctu MW.

Crabunusauus 3a6onesanus (SD — stable disease):

o Menee 25 % peaykuuu PIgM u menee 25 % yBesindenus
PIgM B cbiBopoTKe MeTosioM DD;

@ OTCyTCTBMe MporpeccHpoBanus JuMdaeHonatnu/opra-
HOMeraJinH, LMTOMEHHH H KJIHHUYECKHX CHMIITOMOB H/
UJIM TTPU3HAKOB, 0OYCJOBJIEHHBIX TposiBJaeHUsAMH MW.
[IporpeccupoBanue 3a6oneBanusi (PD — progressive

disease):

@ Oosee 25 % ypeandenusi PIgM B CbIBOPOTKE METOJ0M
9D, noATBEPKAECHHOTO ABAK/bI B TPOLECce KOHCTATALHH
JlaJIbHeN1Iero NporpeccupoBattst KJAMHHYECKH 3HAYHMBbIX
napameTpoB, oOycsoBJeHHbIX MW (uuToneHnueckuit
CHHJIPOM, ajieHonatus/opraHomerans, B-cuMITOMbI,
CIIB, nosinneitponatus, KpHOTJIOOYJTMHEMHS U 1. ).
OueHKa OTCYTCTBYeT Wi HyxXnaetcsi B orcpouke (NE —

not evaluable unu DR — delayed response):

e Tepanus anajoraMu HyKJe03U/10B H/HJH PHTYKCUMAGOM
3avyacTyio TpeGyeT OlleHKH OTBETa OTCPOUEHO M0 BpeMeHH
(crycTst HECKOJTBKO MeCSILIEB OT ee HayaJ a — CM. HUXKe).
B criyyae mocTHKeHHsT 3HAYHUTENBHOTO YJYUIICHHS WM

crabunuzaun MW npu ucrnosib3oBaHHK BLIOPAHHOTO Tepares-

tueckoro pexxuma (PR, MR uian SD), 6osbHBIX nepeBoaaT Ha

NojyIepKUBAIOLIee LIUTOCTATHIECKOE JIeUeHHe 110 TOH Ke T1po-

rpamme. CpOKH €ro NpoBeJeHHst U MHTEPBAJIbI OMPEEJISIOTCs

UHIMBUIYalbHO. B oTainune ot MM, uHTepBaJjbl NpPOBeAEHMUS

KIMHUYECKAS OHKOTEMATOJIOTHSA



Makporno6ynusemus Banbaencrpema

KypcoB nosuxumuorepanuu (I1XT) xkecTko He permameHTHpO-
BaHbI U, KaK MPaBUJIO, COCTABJSIOT OT 2 J10 6 Mec.

Jlo nauana 1980-x ronos Ha mepBOM 3Tare Tepanui LHPOKO
MCoJb30BaJICs JielikepaH (XJ10pOyTHH) B 103e oT 4 1o 12 mr B
JeHb (B KOMOHHALIUH C KOPTHKOCTEPOUIHBIMH TOPMOHAMH T10
30—60 mr B cyTkH Hin 6e3 Hux). BoiGop cyTouHOH 103kl XJ10p-
GyTHHA 3aBHCEJI OT MoKaszartesiell nepuepuieckoil KpOBH U Bbl-
pa>KeHHOCTH JIEHKO3HOH runeprniiazuu. Ero cpeansist Kypcopast
no3a coctasyisina 300 mr. Hemocratounast 3hheKTHBHOCTD J1€ki-
KepaHa, Pe3UCTEHTHOCTb K Tpenapary y 60JbLIMHCTBA GOJIbHBIX
MW, KopoTKHe OTBEThI, HU3Kasl Me/lHaHa BbKMBAEMOCTH (OKOJIO
5 JIeT) NPUBEJIH K UCTTBITAHHIO JIPYTHX LIHTOCTATHYECKHX CPEJICTB
¥ TIPOrpamM Mpu 3ToM 3aboJieBaHuH, X0Ts, 1o MHeHHIo S. Ngan
1 COaBT., 3((PeKTUBHOCTb XJIOPOYTHHA Y HeJIeUeHHbIX paHee Mna-
uMenToB coctasJsiet Gosee 70 % (uucio nadmonenuit — 23).'22
[To nanubiM apyrux aBTopoB'? (22—110 GoJbHBIX B pasHbIX
cepusix), oblIMe OTBETHI HA Teparuio XJ0pOyTHHOM (B MOHOpe-
JKMME WJIH B COUETAaHHH C KOPTHKOCTEPOUIAMH ) PETHCTPUPYIOTCS
B 31 =72 % cayuaes, UX NPOJOJKHUTENLHOCTD HE3HAUUTEILHAS.

Hausyuiie#i kom6uHanuei ankuInpyioLnx MpenapaTos B
COUYETaHHH C KOPTHKOCTEPOMJaMH oOKa3aJsach rporpamma M2
(Mendanan, unknodoctaH, KapMyCTHH, BUHKPHCTHH, MPEIHH-
3oJi0H). Ha cob6cTBeHHOM OMbITe Mbl yOEAHINCH, UTO MPOTOKOJI
M2 1o cpaBHEHHIO C JieliKepaHOM OKa3blBaeTcst GoJiee ycrel-
HBIM Y TOJABJISIIOLIEr0 Yuc/a MePBUUHO HesledeHHbIX GOJbHBIX
(90 us 41 % cootBercTBenHO). B Hactosiee Bpems mporpamMma
M2 wHMpoKo HCMoJsb3yeTcsi HaMH B KauecTBe HHHIMAIBHONM
Teparuu.

CTpYKTypHbl€ aHAJIOTY MyPUHOBBIX HYKJIE€03UI0B. Y Mali-
€HTOB, HUCXOJIHO PE3UCTEHTHBIX K MOHOXUMHOTEPAIHH aJIKHJIU-
PYIOLLIMMH TpenapaTamu, K nporpamme M2 B ee KjacCHUeCKOM
BapHaHTe, a TakKe B TEPMUHANBHBIX (pazax 60/1e3HH 106aBIISIOT
Jpyrye CJoXKHble KOMOMHALMK LUTOCTATHYECKUX cpeacTB (M2
¢ nokcopyouuuuom, COP, mini CHOP, VAD) u crpykrypHble
aHaJsIoru mypuHoB ((ayaapabuH, 2-X10poeOKCHAACHO3HH ).

2-1e30KCHKO(OPMHULIMH (TIEHTOCTATHH ), TMPUHAVICKAIIHH
TaKKe K CEeMEHCTBY MyPHHOBbLIX aHAJIOrOB, MPOSIBUJ HH3KYIO
s¢dekTuBHOCTL B Tepanuun MW.!24

B nocnennue 15 et B Amepuke u EBpore duynapabu u
2-CDA (xknaapnGuH) LIMPOKO MCIOJB3YIOTCS KaK B KauecTBe
Tepanuu NepBoil JIMHHM, TaK M Y TEPBHUYHO-PE3UCTEHTHBIX K
aJNKUJIMPYIOLIUM npenapaTtaM 6osbHbix MW u npu peuynmse. B
rocJsie/iHee BpeMsl TPEANoUTeHHe OTaeTcs UX KOMOMHALUSM C
PSIOM LIUTOCTATHKOB M PUTYKCHMaGOM.

®aynapabun. OTBet Ha Tepanuio (uyrapabuHOM B MOHO-
pexKHUMe y HeJIeUeHHBIX paHee MallMeHToB, M0 Pa3HbIM JaHHbIM,
cocrapJisieT oT 38 10 85 % u 60/1ee. Pasnnuust 06ycI0BIeHbI He-
perpe3eHTaTUBHBIM HAG0POM B psijie uceenoBanuil. [IpumepHo
y !/, GOJIbHBIX, PE3UCTEHTHBIX K MPELIECTBYIOLIEMY JCUCHHIO
AJIKWIHPYIOLMMH  TIpenaparamu, TakkKe YHaeTcst J00MThCs
3HAYMMOro 3(deKTa, HCMoNb3ysl MOHOTepanuio hayaapabuHOM
(o1 30 10 40 %).'2>125 TTpu 3TOM NPOOJIKHTENLHOCTL OTBETOR
6€e3 MpoBeIeHHsI O/ P:KUBAIOLLETO JieueHUs1 KosieOyeTest oT 32
1o 41 mec. B GosblinneTBe cityuaeB 3¢hheKThl perucTpUpyroT-
cs B TeueHue 3—6 Mec. OT Hauasja Tepanuu, pexke — CIIyCTs
6—12 mec.

Hau6osiee pacnpocTpaHeHHast KomGuHalLUs (ayaapabuHa
C LMTOCTATHUECKUMH TpenaparaMM — 3To ayaapabun +
mknogpocdan (FC) (aBasiores cuneprucramu ). O611Me OTBETHI
y HeJIeUEHHBIX U MpejliedeHHbIX GOJbHBIX COCTaBUIM OT 55 10
89 %. Menuana BpeMeHH 10 HavaJa porpeccupopanus (time
to progression — TTP) paBusinacs 27 mec.!? B ocHoBHOM BCe
OTBeTBI OTHOCHJINCH K KaTeropun PR. Uerkoro npeacrasnenus
00 ONTUMAJIbHOK MPOIOJKUTENBHOCTH Teparnuu diiyaapabuHOM
1 0 HeOOXOJIMMOCTH €r0 MCIOJIb30BaHHsI HA MIEPBOM 3Talle Jieye-
HUSI TI0KA He CYLIeCTBYET.
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Knanpuobun. Ileppass aunus (MOHOpPE:KHM): OOUMH OT-
geT — or 40 10 90 % (5—26 GO/IbHBIX B pasHbIX cepHsix).'?
Bropas Jinnust (MoHOpeXkuM ): 061l oTBeT — 0T 38 j10 54 %
(13—46 GosibHbIX B pasHbIx cepusx).'? CpenHee Bpemsi JIO
MoJlydeHHs1 OTBeTa B 0Oeux rpynmnax cocrtaBuio 1,2—5 mec.
[TpoBomunoch 2—4 kypca. OO6uiasi 3¢h¢heKTHBHOCTD Teparuu
2-CDA, no panubim D. Weber u coaBt., B rpyrie HeJieUeHHbBIX
panee 6oabHbIX MW (npoanasuauposano 90 c/iyqaeB) 10cTUrIa
85 %.'%" [1pu s1oM 2-CDA Henosib3oBascst Kak B MOHOPEKHMe
(l-s rpynma), Tak ¥ B KOMOWHAlLMAX C MPEIHU30JOHOM (2-5
rpynna), upkaopocdanom (3-s1 rpynmna) U B pexKUMe pUTYKCH-
mMab + KaaapuouH + uukaogpocdan (4-5 rpynna) (o nocjaeaHen
rpyre — CM. HiKe oT/ebHO ). [IpakTniyeckn BceM namyeHTam
MPOBEJIEHO /IBA BLIGPAHHbIX COMIACHO COOTBETCTBYIOLILEMY T1PO-
TOKOJIy Kypca ¢ epepbiBoM 6 HeJl. PeaysibTaThl CBHIETE/ILCTBYIOT
0 3HAYUTEJIbHOM yBeJIHUeHUH 6eCCOOBITHIHON BbIXKHBAEMOCTH,
0coGEHHO B JIBYX NOC/EHUX rpyrnnax. [IpeiedeHHOCTb nalueH-
TOB HE BJIMsI/Ia HA Pe3YJIbTaThl.

[To-BUmMOMY, He CjlellyeT pacCuMThiBaTh Ha JIOCTHXKEHHE
sddekra oT Tepanuu huyrapabuHOM M KAaAPUOHHOM y 6O0JIb-
wHeTBa 6osbHblx MW B niepBoil sinnun. Kpome Toro, cylue-
CTBEHHBIX MPEUMYLLECTB Mepej aJKMIMPYIOLUIUMH areHTamu
B OTHOILLIEHUH TMPOJOJIKUTENBHOCTH KHU3HH GosbHbIX MW 5TH
npernaparbl, BepOsiTHO, He UMEIOT. 3HAUUTE/IbHBIM HEJ0CTATKOM
aHaJIOrOB HYKJIEO3U/IOB SIBJISIETCS HX CIIOCOOHOCTh HH/YLIHPOBATD
JUINTENIbHYIO  HMMYHOCYTPECCHIO: 3HAYNTENIbHOE JTUTENbHOE
cumkenne CD4+ u CD8+ dpaxkuuit T-aumdouuToB Moxer
MPUBOJUTL K TMOBbILIEHHOMY PHCKY OINMOPTYHUCTHUYECKHX MH-
tekuuit. JletaabHOCTb HEMOCPEJNCTBEHHO OT MHEJOTOKCHUHO-
CTH, CBSI3aHHO C HCIOJIb30BAHUEM, B UACTHOCTH, (hiynapabuHa,
cocrapJisiet 5 %.123

Cospaercst BrieuaT/ieHHe O CYIIECTBOBAHHM TE€PEKPECTHON
pe3ucTeHTHOCTH MexIty uynapabutom u 2-CDA.1%

Monok/oHanbHae aututena. Putykcuma6 (Mabrepa) —
XMMEpHbIE MOHOKJIOHAJIbHBIE AHTHTENA, TOJyUeHHBIE METOOM
FeHHON HHXKeHepur W obJiafalolie CrelnPUIHOCTbIO K 10-
BepxHoCTHOMY aHTureHy B-knerok CD20. Kak usBectHo, npu
MW ero skcnpeccusi BolpazkeHnHasi. B nociiennee necsitusierue
ILIMPOKO HCIOJIb3YeTCsl KAK B MOHOPEXKHME, TaK U B KOMOHHALIU-
SIX C UTOCTATHUECKUMH TperapataMu B 00eHX JIMHUSIX Teparuu
(HesleyeHHble GOJbHBIE M MALMEHTh! B PELMIUBE HIIH C pedpak-
TepHbiMU hopmamu MW).

Mowopeacum (1 uau 2 kypca). B neppoit iuHAM 0TBET (KaK
munumym 50 % pemykuuu PIgM) sapeructpuposan y 35—44 %
60JIbHBIX (X KOJIMUECTBO B PA3HbIX CEPHSIX COCTaBUIIO OT 15 110
34).128130 Cpeniee BpeMst JI0 MoJlyueHust oTBeta — 3—5 Mec.
Cpennsist Mpoo/IKUTENLHOCTL 0TBeTa — 23—27 Mec.

Bropast imnust: oteeT nocturuyT y 20—48 % 60JbHBIX MpH
MakCHMaJsibHOM HaGope 35 GoJbHbIX, 28130

PesynbraThl Mcc/en0BaHUN CBUAETENLCTBYIOT 06 3ddeK-
THBHOCTH PUTYyKCHMaba B CTaHAAPTHBIX J103aX MPUMEPHO Y
!/, GOJIbHBIX HE3aBUCHMO OT TOTO, JICUHJIUCh JIH OHH PaHee HIH
HeT. [ToBTOpeHue crannapTHoro Kypcea yepes 8 He/l. yBeJHUUBA-
JI0 MTPOLIEHT OTBETOB KaK MUHHMYM B 2 pasa.'?® OnHako BiusiHue
KOJIMYECTBA KypCOB, PaBHO Kak M pOJb B HEOOXOAMMOCTH
TMOJIEPKUBAIOILIEH Tepanuu PUTYKCHMaOOM, ellle MPeACTOUT
U3YUHTb.

[TportuBoomnyxoJ/eBbIi 3 PeKT puTyKCHMata pa3BUBaeTCs He
cpasy: olieHKa 3(PeKTHBHOCTH MpernapaTa 3aHUMaeT B CPeHEM
ot 15 no 60 nHelt ot Havasa Tepanud, a HHOrAa U GoJee. DTO
CBSI3aHO C TPAH3HTOPHLIM TMOBbILLIeHHeM ypoBHsi PIgM B cbiBo-
potke y 40—50 % Gosbbix MW B cpentem na 11,5 r/a cnycrs
3—4 nen. or Hauana Tepanuu (3dekt «IgM flare» — Benbiiika
[gM). TloBbienHslil yposenb PIgM moxkeT mepcuctiupoBaTh
B KpoBH 10 4 Mec. OuenuBaTb 3(heKT B TeueHHe YKa3aHHOTO
BPEMEHH B MOJ0GHBIX CHTYaLHsIX HE MPEICTABJISIETCS BO3MOXK-
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HbiM. MHora axe BO3HMKAET HEOOXOAUMOCTb B MPOBEIEHHH
B JieueOHbIX LEJsIX ceaHcoB ruazmacepesa.'?® 13! Mexanuam
9TOr0 (heHOMeHa 0CTAeTCs HesSICHBIM. B KauecTBe runoTesbl Bbl-
CKa3bIBAETCsl MPEJNONOKEHHE O BO3MOKHOM ObICTPOM JIU3HCe
B-numdouuToB noj BaMsHHEM pUTYKCHMaba ¢ BHYTPHKJ/IETOY-
HbIM BbICBOOOKIeHHEM [gM.

Komburuposanrnas mepanus. TToCKoJNbKy PHTYKCHMaG
(R) He oTHOCHTCS K TpyITie MUEJIOCYNPECCHBHBIX TPENaparos,
OH MCII0JIb3YETCsl B PA3JIMUHbBIX KOMOMHALMSIX C PSJIOM LIUTOCTA-
THYECKHX areHTOB M MMMYHOMOJyJISITOPOB Kak B nepsoil (PR
jocturaercst Gosee ueM y 70 % 60/bHBIX'?2), TaK U BO BTOPOI
JuHUd Tepaniid. OCHOBHBIMM H3 STHX KOMOMHALMH NPUBEIEHDI
HHUKeE.

R-CP; R-CVP; R-CHOP. 13 s11x Tpex KomOHHALMIH camast
nonynsipiast — R-CHOP. B pannomusupoBaHHOM Hcc/1e10Ba-
Huu tepanu MW B nepsoit innnn R-CHOP vs CHOP (Bkito-
ueHo 48 GoJibHBIX), Obla Jl0KazaHa OoJiblias PPeKTHBHOCTh
nporpammbl R-CHOP: 91 s 60 % cooTBeTcTBeHHO, HCK/II0Uast
JIOTIOJIHUTEJIBHYI0O TOKCHYHOCTb pexkuMa. [lpu sTom Mennana
TTP Gbina takxke GoJibliie U cocTaBuia 42 mec. '

R + kaanpu6un (RCl). Bropas qunus: kak MuHuMyM PR
JocTHrHYT Y 59 % 13 13 60/1bHbBIX. '

R + kmappu6un + wukiaodochamun (RCIC). Ilepras
JIUHUST: 001K oTBeT — Y 94 % GosbhbIx, y 18 % us nux — PR
(17 GosbHbIX);'?" cpenHee BpeMsi 0 MOJydyeHHs] OTBeTa —
2,4 Mec.; cpeHsisi POI0JIKUTEIbHOCTD 0TBeTOB — 58,6 mec.!®

R + ¢aynapa6un (RF). [lepsas sunus: 90—95 % 06-
1MX OTBETOB y 32—42 GosbHbix MW.'?6:136 Bropast sinust: y
32 604bHbIX CR = 7 %, PR = 74 %; memuana TTP cocraBuia
17 mec.!¥7

R + daynapaéun + umkiodochamun (RFC): B obenx
JUHUSAX B 1eJOM 3((heKTHBHOCT pekUMa (Kak MHHHMYM,
joctixkenre PR) coctapuna 69—70 % y 44 60JLHBIX BO BCex
cepusix. 126138139 Cpefpsist MpolOJKUTEILHOCTL OTBETOB Obliia
paBHa 8 mec.'?

R + nekcamerason + wuknogocdamun (DRC). Toabko
nepBasi JUHMS: oOWMEA OTBET JoCTHT 83 % y 72 GOJBHBIX
(CR =7 % u PR =74 %). Cpeiee BpeMs 10 NOJy4eHUs OT-
Beta — 4,1 mec. (ot 0,7 10 14 mec.); 2-neTHsisi Ge3pelyMBHAS
shbkiBaemocth — 90 %. dddekr «IgM-flare» nabmonasncs y
32 % nauuenToB (NpH 3ToM yBesuueHHe yposHs PIgM Gouiee
ueM Ha 25 % OT HCXOLHOrO OTMeueHO y !/, n3 Hux).! 01! Tema-
ToJioruueckast TokcuyHocTh [II—IV crenenu 3aperucrpuponana
vy 9 % nauueHToB.

[1pu Heo6xommuMoCTH locTHKeHUs GricTporo otBera (CIIB,
BbIpaykeHHasl KPHOMJIOOYJIMHEMUsT MJIM OpraHoMerasusi, mnpe-
JKIe BCEro CIVICHOMErasusl WM 3HAYHUTENbHOE YyBeJHUeHHe
BHYTPUIPY/IHBIX  JIMM(DOY3JIOB)  CJIElyeT  HCIOJb30BaTh  Ha
rlepBOHaYaILHOM 3Tarie JiedeHnsi KOMOMHHPOBAHHbIE PEKUMBbI
¢ putykcumadom. Jlupepom ssasiercst pexkum R-CHOP. K ero
3acylyraM OTHOCSITCSI JIOCTHXKEHHE ObICTPOro, pesdyJbTaTHBHOIO
¥ OTHOCHTEJIBHO MPOJIOJKUTENLHOTO (deKTa rnoce npopeje-
HUSI OJIHOTO WJIM 4yTh GoJiee KypCOB, OTCYTCTBHE BbIpaKeHHOH
MHEJIOTOKCHYHOCTH, BO3MOYKHOCTb TJIAHUPOBAHHS U TIPOBEJIe-
HUSI B JlaJIbHEHILIEM Y YaCTH MallMeHTOB BbICOKOIO3HBIX PEXKMMOB
Tepanuu ¢ Moc/eylollell ayToTpaHCnIaHTalkel CTBOJIOBBIX
KJIETOK repudeprueckoil KpoBH. [TockosbKy Tepanusi, BKJIO-
4arollasi aHaJorn MyPHHOB, SIBJISIETCS MHEJIOCYNPECCHBHOH H,
Kak MOKa3bIBAIOT MOC/EIHUE UCCIENOBAHUS, YBEJIHIHBAET PUCK
TpaHcopMalMi B MUEJIOUCIIACTHYECKHUE CHHAPOM H CHHIPOM
Puxrepa, 2113 ee nernosb3oBatue B 1epBOi JIMHUK JI0/KHO ObITh
OrpaHuueHo, 0COO6EHHO y MOJOAbIX mauueHToB. Pexnm R-FC
TpeOyeT AajbHEHILHNX H3YUeHHUI].

Taanpomua. B 2001 —2003 rr. mosiBU/IHCH COOOIIIEHHST O TT0-
TbITKE JIeYeHHUsI B KaUeCTBe «Tepariu CriaceHus» TaKuM Tpena-
paToM, KaK TaJIMJIOMH]L, B Ka4eCTBE MOHOTEPAIHH U B KOMOUHALIMH
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C MakKpOJIMIOM — KJIaPUTPOMHIIMHOM M JeKCaMeTa3oHoMm, #4146
Tanunomun oTHocHTCS K Tpyrne HMMYHOMOJYJSTOPOB. Ero
MPOTHBOOMYXOJEBLIA 3PPeKT cocTouT B 6JI0Kae aHTHOreHe3a
3a cuer CHIKeHMst npoayKuun psia uurokunos (VEGE BFGE
MP) u, kak ciiecTBYe, yrHeTeHHUs BBIPAOOTKH CTPOMOK KOCTHO-
ro mosra untepJseikuta-6 u TNF-o.

M. Dimopoulos u coaBt. coobuiuin o noctikennn PRy
5 (25 %) u3 20 60/bHLIX (IpoaHaNU3HPOBAHLI 06€ JIHHHK ) TIPH
Teparnuy TaJMJIOMHJIOM B TeueHHe KOPOTKOro OTpe3Ka Bpeme-
HI/I.145

Coob11aercst o MOMBITKAX Tepanuyu TaJIUIOMHAOM B CO-
YyeTaHuu C PUTYKCUMaOoM. ¥ 25 GoJibHBIX (paHee mnoJydasu
nedenne 20 u3 HUX) oOwmil otBeT coctaBua 72 %, Meauana
TTP — 38 mec.'"”

BBumy Mmasmoro uucaa mpejcTaBAeHHBIX B JHTepaType H
COOCTBEHHBIX CJlydaeB W HeGOJIBLIOM [0 JUIMTEJNBHOCTH CPOKe
HaOJoIeHUH CyuTh 00 3 PEeKTUBHOCTH Mpernapara B KauecTBe
BTOPOil JIMHUW B HACTOSILIMH MOMEHT He TpeJICTaBJIsieTCs] BO3-
MOXKHbBIM.

UHTepdepoH-o He UMEET CaMOCTOSITEIbHOrO 3HAUYEHHsT B
gedennn MW. B sitepatype uMerloTcs Jiiib HEMHOTOUHMCIIEH -
Hble COOOLIEHHST O €ro MOJIOKUTEJIBHOM BJIMSHHM HA MPOLEHT
OTBETOB Y HeJIeUeHHBIX U pepaKTePHbIX K MPEbIIYLeH Tepanin
60J1bHBIX. 5118149 BeposiTHOCTD TPe0I0JIeH sT TTOJMPE3UCTEHT-
HOCTH C TIOMOIIBIO HHTepdepoHa-o HyKIaeTes B AajbHEHIIeM
noarBepxkaeHNM. Ero ucnosb3oBanue onpaBraHo B KadecTBe
CpeaCTBa MOIEPXKUBAIOLICH Teparnuu B MEPHOI JOCTHXKEHHS
hasbl HU3KOTO MJ1aToO WK pemuccun MW,

Boprezomu6. Haunnasi ¢ 2005 1. 1o Hactosiliiee BpeMsi B
JiTepatype onyOJMKOBAHbl Pe3yJsbTaThl TPEX CaMblX KPYMHBIX
cepuil Tepanuu HHTHOUTOPOM MpoTeacoM — O6OPTe30MUOOM —
y 60JibHBIX MW 00€eHX JIMHUH (B HCCIETOBAHHUS ObIIH BKJIIOYEHDI
10, 27 w 27 GoJjibHbIX COOTBETCTBEHHO).! 190151 TTanuentrl ¢
PEUMAMBOM U ¢ pedpakTEepPHbIMU (OpMaMH COCTaBJISIIM OOJb-
1MHCTBO. BopTesomn6 BBOAMIICS B MOHOPEXKHUME B CTAH@PTHON
noze 1,3 mr/m? BHyTpUBeHHO B 1, 4, 8 u 11-i1 nnu 21 -nHeBHOTO
Kypca. KosmuecTBo KypcoB He TMMUTHPOBAJIOCH H 3aBHCEJIO OT
BpeMeHH HAaCTyMIeHus porpeccupoBannss MW: B cpearem npo-
BOJIMJIOCH 6 KypcoB ¢ pa3bpocoM oT 2 1o 74. Cymmupys JaHHble
BCEX TPEX IPYIII, MOKHO CUUTATD, 4TO 3P deKT (cHmxKeHre PIgM
na 25 % u Gonee ) sapeructpupobat y 78—85 % u3 64 60bHbBIX.
OrtBeTbl Obl/IM OLICTPBLIMHU C MeIHAHOH uyTh GoJiee 1 mec. OnHako
4acToTa M CTereHb BbIpayKeHHOCTH MOJMHENPONaTHH Kak noGou-
Horo stdexra 1anHoi Tepannu OblaK G0JblIIE, YeM Y NALMEHTOB
¢ MM u npyrumMu HHIOJEHTHBIMH JHMbomMamu. OueBHIHO,
4TO MPH HaszHaueHHH Gopreaomuba CJe/lyeT MCIOoJb30BaTh €ro
MaJible M npoMexkyTounbie 103bi (0,5—0,7—1 mr/m2).

B nacrositiee Bpemst MpOBOASATCS HCCJeIOBaHHS, Kacaro-
L1Mecsl UCMOJb30BaHUS KOMOMHALMK GopTe3oMHO + jlekcame-
TagoH + putykcnmab (pexkum BDR) y 6ombabix MW B nepBoit
suuunn. [peBapuresibble pedy/braThl 1010KeHbl Ha 5-IWWM:
B MPOTOKOJI BKJIOYEHO 23 GOJIbHbIX, OOLIMA OTBET COCTABHJI
96 %, npu srom CR — 22 %152

BbicokonosHasi Tepanusi. CoBpeMeHHasl TeHIEHUHUs B Te-
pannn MM — ucrosib3oBaHle BICOKO03HOH Teparuu Mesida-
JIAaHOM C ayTOTpaHCIJIaHTalMel CTBOJIOBBIX KJIETOK NepHdepH-
4ecKo# KpoBH UM KocTHoro mMoara (ayto-TI'CK) — orpasunach
M Ha POJCTBEHHBIX €l HO30JIOTMUECKHX (popMax (B 4aCTHOCTH,
na MW). Panee (2003) Oblin omnyGJHKOBaHbl Pe3yJIbTaThl
ayto-TI'CKy 61 nauuenta ¢ MW Bo Bcex cepusix B Liejiom. 3315
BosbHbIe B OCHOBHOM OTHOCHMJIHCH K KaTETOPHH PE3HCTEHTHBIX
K npeawectsyioueit Tepanuu. CR cocrasun 0—62 %. B
2008 r. C. Kyriakou u coaBt. mpeicTaBU/In pPeTPOCTIEKTHBHBIH
ananus 201 6ombHoro MW (European Bone Marrow Transplant
Registry — EBMT), kotopbiM Gbli1a BbeinosHeHa ayto-TI'CK.
Cpeuuii Bo3pacT nauuenTos pasusiics 53 rogam. 14 % u3 nux

KIMHUYECKAS OHKOTEMATOJIOTHSA
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OblJIH PE3UCTEHTHBI K MepBOHAYAJNBLHON Tepanuu Wik HMeJH
peunaus MW, ay 86 % 6buia pemuccus (CR uu PR). O61as
D-JIeTHSISI BLKMBAEMOCTb (11€pBOi W BTOPOH JIHHUI) JOCTHI/IA
66 %, GespeunausHas — 33 %. Y 36 % M3 HUX B HasbHEli-
IeM pasBUJICS pelriuB 3abojieBanus.'® B nacrosiiiee Bpemst
ayto-TI'CK ucnosnbgyercsi B KauecTBe Tepanuu NepBoi JIMHUN Y
OTPAHHYEHHOTO YHUCJIA MOJIOJBIX GOJbHBIX. 77158

[To panee ony6mukoBaHHbIM AaHHBIM (K 2003 T.), asioreH-
Hasl TpaHCIIaHTalUs KocTHOro Moara (a/uio-TI'CK) BeimosHeHa
y KpaliHe HeaHauuTesJbHOro uyucaa GonbHeIX MW Bo BTOpOil
Junud — He Gosee 20 cyvaes. 1919 Kak u npu ayro-TI'CK,
C. Kyriakou u coant. B 2008 1. coo0611IH/IM O pe3yJ/bTaTax peTpo-
criektuBHOTO ananusa 106 Gombueix MW (EBMT), koTopeim
b1a puinosinena aaio-TTCK.70 30 % u3 Hux 6bl1M pE3HCTEHTHEI
K MepBOHAYAIBLHON Teparnuu B MOMEHT npoBesienust amno-TICK|
y 70 % o6bina pemuccus (CR uiu PR). Cpennii Bospact pas-
nsiicst 49 ronam. Mennana Bpemenu 10 nposesienust anno-TICK
coctaBuaa 34 mec. Y 18 % GoJbHBIX paHee Oblia NpoBejieHa
a/uo-TI'CK. O61iast 5-JieTHsisi BBDKHBAeMOCTb (T1€PBOM U BTO-
poit iunuii) nocturaa 63 %, Geapeunausnas — 48 %.

JleTaJbHOCTB OT BBITIOJTHEHUS CAMOK TIPOLIEyphl COCTaBHJIa
npu ayto-TI'CK 8 %, npu amno-TICK — 27—36 %' (nipu
yCJIOBHH, 4TO OTGOp MALMEHTOB TPOBOAMJCH B BO3PACTHON
rpynre o 60 mer).

Pouib BblcOKO103HOT Tepanuu y 60/1bHbIX MW 10J2KHA ObITH
orpejiesieHa 1o Mepe HaKOIJIEHHs OMbITa.

HOBbIE NNOAX0bl B TEPANNUN

Jl1st pedppaktepHbix popm U perumuoB MW Tpebyetcst anbrep-

HaTHBHast Tepanus. K HOBbIM npenapaTtam oTHOCSTCS:

® JIeHAJUIOMUL (HMMYHOMOLYJISITOP, IepPUBAT TAJMUI0MH/A;
ToproBast mapka — Pesanmun). [1peaBapuresnbhble He-
MHOTOYHCJ/IEHHbIE COOOLIEHUS CBUAETEAbCTBYIOT B MOJb-
3y ero 3(pPeKTHBHOCTH B KOMOUHALIUH C PUTYKCHMaOOM y
60s1bHBIX MW;!6!

® asemty3ymat (antu-CD5S2-moHOKIOHABHBIE aHTHTEJA
(Campath-1H). ¥:ke npojeMoHCTpUpOBaHa €ro BbICOKAs
AKTHBHOCTb BO BTOPOH JinHUHK Teparnnt MW;!6?

® obuumepceH (uurudutop bel-2);

® OeHjaMyCTUH (HOBbIH aJKUJUPYIOLUIUH Tpenapar ¢ 101oJ-
HUTEJIbHBIMH CBOMCTBAMM aHAJIOrOB MYpPHHOB, HCIOJb-
ayemblil B Tepanun XJIJI v 1pyrux HHILOMEHTHBIX HEXOJ1-
JKKMHCKHX JIUMQOM; ToproBast Mapka — Tpeanja); ero
KOMOMHALMS C PUTYKCHMabOM HaXOAUTCsl B CTAMH U3Y-
HYeHMUS;

® uMaTuHUG (MHrMOMTOP THPO3MHKMHA3BI; TOProBasi Map-
ka — [1MBek);

@ mnasonanub (Muruéutop peuentopos VEGL);

sH3acTaypuH (MHrH6UTOp MpoTenHKuHassl C);

e nepudocun (Akt-unruéurop); uzyuarorcest ero KomOHHa-
11K ¢ 60pTe3oMUOOM (IBJSIOTCS CHHEPrUcTaMu) U 6op-
TE30MHOOM C pUTYKCUMAOOM;

® KkapduazomMu6 (HOBbIE HHrMOUTOpP mpoTeacoMm — PR-
171);

@ BOpHHOCTAT (HHIMOGUTOP THCTOHOBON AMALIETH/IA3bI);

® HOBble MOHOKJIOHaJbHble anTHTesa K CD22, CD40 u
CD70 (nocieanue 1Ba — TyMaHH3HPOBAHHBIE MOHOKJIO-
nasbHble antuTesa SGN-40 u SGN-70).

[Torenuuanbioit mutienbio npy MW moxkeT okasaTbest
MHTepJeiiKiH-6. Byayliee nokaxer, kakoe MeCTo 3afiMyT HOBbIE
npenapatsl B aedeHnn MW.

Oco6ast ponb B Tepanun MW npunaaiexkut naasmadepe-
3y. Y GOJILHBIX C BBICOKOH MaKporyofy/anHeMueil, oco6eHHO ¢
ssjenusmu CIIB, runepsosiemueil u HapylieHUsIMH FreMOCTa3a,
3TOT METOJ SIBJIIETCS HEOTJIOXKHBIM H OUeHb 3((PeKTHBHBIM.®

www.medprint.ru

[Tpu mpoBenenun Jjedye6Horo naasmadepesa oObIUHO HE Tpe-
OyeTcst BO3MElLEeHHUsT JJOHOPCKOH TJ1a3MOH WK allbOyMHHOM;
9eKT JUIUTCS I0/1T0, MHOTIA JI0 noJiyrojia. KM3BecTHbl HaGJ110-
JIEHUs], KOTIA CUCTeMATHUECKUMH TJ1a3Macepe3aMu yaaBajioch
JOOUTBHCS MOJHON KOMITIEHCALUMH U MOJ1ep2KUBATh ee roiaMu 6e3
npuMeHeHust XuMmuonpenapatoB.’”7 YuuTbiBasi BHICOKHH PUCK
Pa3BUTHS BTOPHYHBLIX HeJUM(ATHUECKUX OIMyXoJiel y GOJIbHBIX
MW, a Takxke BEpOSTHOCTb MHIYKIIHH OCTPOTO MHEJI061aCTHOTO
JIeiKo3a MPH IJIHTEbHOH Tepanuy alKUIMPYIOLIUMH Nperapara-
MH, JiedeHHe Ta3Macdepe3amu caeayeT HIMPOKO UCTOMb30BaTh,
KOIJla 3TO BO3MOXKHO, 0 WJHM BMECTO XHMHOTepanuu. Kpome
TOTO, pa3paboTana U UCMOJMb3YyeTCs TEXHHKA ylaleHUsT KPHOTJIO-
6yJMHOB C BO3BPATOM OCTaJIbHBIX GENKOB MJIa3Mbl B KPOBOTOK
(kpuoadepes)y 6ombHbix MW ¢ CITB 1 iMMyHOKOMIJIEKCHBIMH
OCJI02KHEHUSIMU, 00YCJI0BJICHHBIMY KPHOTJIOOYJIMHEMHUEH.

[1pu HasMuMK ayTOMMMYHHOTO TeMOJIU3a, He Ky[HPyeMOoro
FOPMOHAJIbHBIMU M IIHTOCTATHYECKUMH CPEJICTBAMH, MOKa3aHa
CMJIEHIKTOMHUSI.

AntubaxrepuasnbHas Tepanus HHPEKIIHOHHbBIX 0CJ0KHEHUT
TIPOBOJUTCS 110 OGIIUM MPaBUJIAM O]l KOHTPOJIEM TTOCEBOB KPO-
BH, MOYH, MOKPOThI U MOAGOPOM aHTHOGAKTEPUABHBIX CPEICTB.
[IpuMeHsitoTest BbICOKHE JleueOHble J103bl MMMYHOIJI00YJIMHA (B
cpeanem 0,1—0,4 r/Kr BHyTPHBEHHO B 3aBUCHMOCTH OT CTereHH
BbIPA’KEHHOCTH UIMMYHOJIEPUIIUTA ).

C uenbio MpoUIAKTHKM OCTEONopo3a, 0COOEHHO TMpH
JUTHTEJILHOM TMpHeMe KOPTHKOCTEPOHIOB, TTOKa3aHO Ha3HaYeHHe
6uctochonatoB (apeara, 3omera, OOHApPOHAT, pe3opba) Mou
KOHTpPOJIEM YPOBHS KaJibLusi, pocopa U aKTUBHOCTH LIEJOUHOH
tocaTasbl CLIBOPOTKH KPOBH.

CorsiacHo pekomeHpauusM 4-ro MexayHapOJHOTO CUM-
nozuyma no MW (4-IWWM), ony6uikoBatubiv B 2009 r.,'% B
KayecTBe Teparnuy NepBoi JUHUHU MTPEIaraTes:
® J106ble KOMOHHMPOBAHHBIE TPOrPAMMBI:

@ aHaJIoTH HYKJICO3WJOB + aJKMJIUpYIOllne (KJaIpHu-

6uH nin dhaiynapabud + nukJaodochan);

@ aHaJor" HyKJeo3uJoB + putykcumad (KJaaapuouH
unn harynapabun + putykcumao);

@ AaHaJIOTH HYKJIEO3HJ0B + aJKHUJIHUpYIOUIHE + PHUTYK-
cumadb (kaaapubun uan daynapabui + 1ukaodoc-
an + purykcumad);

® uukJopochaHcoaepKalllUe PEKUMbl + PUTYKCHMAO
(R-CHOP usin DRC);

® UMMMYHOMOIYJSTOPLI (TaJUAOMHUJ) + PUTYKCHUMAO;

@ Tepanus MOHOKJIOHAJbHBIMH AaHTUTEJAMH B MOHOPEXKHUME
(Hanpumep, | uau 2 kypca purykcumada);

@ Tepamus aHaJoraMH HYKJEO3WAOB B MOHOpeKHMe (Ha-
npumep, KJAaapuouH niu daynapabun);

@ Tepamus aJKMAUPYIOUIMMM TIpernapatamu (Hampumep,
XJ0pOYyTHH).
st Tepanuu BTOPO# JMHUM («Teparusi CaceHus» ) peKo-

MEHJIyI0TCS:

@ [OBTOpHASI UJIK aJibTepHATHBHAS (HEUCII0JIb30BAHHAS pa-
Hee) Tepanus nepsoit JuHuu. [ToBTOpeHHe oHOrO U3 pe-
JKUMOB Teparuu epBo JMHUK HMeeT CMbICJI B TeX CJ1yua-
X, KOTJIa IIPOJIOJI)KUTEJIbHOCTh OTBETA HA Hee COCTaBJIsi -
Jia He MeHee 12 mec;

® Oopre3zoMuOCoepKallUe PEKUMbL;

TaJUIOMU + KOPTUKOCTEPOUIBI;

@ Tepamus MOHOKJOHAJNbHBIMH aHTHTeJaMH (aJeMTy3y-
Ma6). DTo MO CyTH TPEThs JUHUSA TEpanuH, Kak roBopsT
caM¥ aBTOPbI peKOMEeH1a1lnli;

@ BLICOKON03Has Tepanus MeJgdananom ¢ ayro-TI'CK.

B rtex caydasix, Koraa BO3MOXKHOCTb TMPOBEACHHST B TMO-
cnenytoiem ayto-TI'CK npencrasasiercss peasibHOM, cienyer
UCKJIIOUUTD WM CYLIECTBEHHO JUMHTHPOBATL Teparui ¢ Hc-
M0JIb30BAHUEM AJKUJIUPYIOIIHX TPENapaToB (3a HCKJUYeHHEM
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nukaodocana) U aHaJoOroB HYK/JIEO3WAOB Ha MEPBOM 3Tare
gedenuss MW, MocKosibKy BO3HHKAIOT TPYAHOCTH € 3a60pOM
CTBOJIOBBIX KJIETOK TepUepHIecKOr KPOBH.

Takum o6pasom, B HacTosILIee BPeMSI He CYLIIeCTBYET KaKOH -
TO OJIHOH CTPOTo crielHUECKO TPOrpaMMbl A/1st Teparniun MW
B 1epBol JiMHUK. BpiGop jeyedHbIX NOAX010B J0JKeH ObITh
MHIMBHIYAJbHbIM B KaX10M KOHKpeTHOM ciyyae. Eciu cy-
ILIECTBYET HEOOXOAUMOCTb ObICTPOr0 KOHTPOJIST HAJl OMyXOJIbIO,
Tpe/TIOUTEHHE CJIEyeT OTJAaTh IypPUHOBBIM HYKJIEO3WIAM, B
TO BpeMsl Kak y OOJIbHBIX C BbIPAKEHHBIM 1IUTOTIEHHYECKHM
KOMMOHEHTOM 60J1ee MPUTOIHBIM MOXKET OKA3aThCsl PUTYKCHMAO
(DRC nnn xom6bunauusi putykcumada ¢ tanugomuaom). [lpu
MCXOIHO BBICOKOM ypoBHe PIgM B cbiBOpOoTKe (pHCK pa3BHTHS
CIIB) uenecoo6pasto 10 Havyasa JieUeHHs BbITOJHUTL CEAHChI
Jieue6GHOro nJamadepesa, oco6EHHO e Moc/eyoLas Tepa-
nust 6yzeT Bk/oyath B cebst putykeumad (R-CHOP, DRC, RE,
R-FC). Huskuit yposenb PIgM npu HasMuuu LUTONEHHH TaKxKe
TpeOyeT HazHaueHUsi B MEPBYIO ouepeib puUTykcumada. Eciu
MW ocnoxusier BXTA wiu nepudepuueckast mosrHenponartus,
ONsATb K€ BBIOOP TEpanuu JIOJKEH TIPEAoaraTb BKJIOYEHHE
KOMOHHMPOBAHHBIX PEXKMMOB ¢ pHUTykcumMatom. [Iporpamma
VAD wucriosib3dyeTesi pH HaJIMUMKM XPOHHUECKOH MOYEUHOI Heslo-
CTATOYHOCTH ( pesikue ciydyan ). [Toxkuible marueHTs ¢ MeaJIeHHO
nporpeccupyomumi popmamMn MW He Hy:KpaloTest B Tepanuu
«npoaunyTeiMu»  cxemamn [IXT. Tlpeanmourenne cnemyer
OTAABaTh AJKUJIHPYIOLUMM TpenapaTtaM (XaopOyTHH t KOPTH-
KocTepousbl, pexkum M2). [To Hailemy MHeHHIO, B 3apyOe:KHOH
JquTepartype nporokoa M2 Heo60CHOBAHHO 000fiieH BHUMAHHEM.
Tem He MeHee Mbl JI0 CHX TTOP aKTHBHO 1 ¢ 3p(HeKTOM MpUMeHsieM
ero Ha nepsoHavasbHoM 3tane tepanun MW. [lporpammsl ¢
MCII0JIb30BAHHEM PUTYKCHMaba, aHajoroB HYK/JIEO3WIOB M MX
KOMOWHALMI B TIEPBOI JIMHUM TEparnud BBHIY HEOOJbIIOrO
KoJIMuecTBa COGCTBEHHBIX ciydaeB (mopsaka 30) HyxKpaioTcs
B jlasibHelineit nposepke. Kpome Toro, no Haiiemy MHeHHIO, B
nporpammbl RE, RCI, R-FC n R-CIC uenecoo6pasno Bkjaoyath
KOpTHKOCTepoubl (He MeHee 60 M B CyTKH BHYTPb B TeueHHe
| HezL. ¢ MOC/IEYIOMINM TTOCTENEHHBIM CHUXKEHHEM H OTMEHOH K
15-My JiHI0 OT HauaJia Kypca ), HeCMOTPst Ha TO UTO KOMOHHALLHSI
GayrapabuHa ¢ KOPTMKOCTEPOMJIAMH 3aMeTHO YBeJHYHBAET
4acToTy HH(EKLMOHHBIX OCJI0KHEHHH (HeoOX01MMa NpoduIiak-
THYecKast aHTHOAKTepHasibHast IeKOHTAMUHALMST KHILIeYHHKA Ha
¢one nposenennsi [TXT). MuHHMAJIBHBII OTIBIT MO TPUMEHEHHIO
6oprezomuba U TAJIUIOMHUAA TTPH PELMUBE WM pedpakTepHbIX
topmax MW TtpebyeT npoao/KeHNsT HCCIeI0BAHNH.

BbikuBaemoctb GosibHbIx MW Bapbupyer ot 36 10
117 mec.,% cocrapiisist, 1Mo HAILIMM JIaHHBIM, B cpejiHeM 82 mec.
(0KOJIO 7 JIET) OT MOMEHTA T0CTaHOBKH auartHo3a.®! [1o naHHbIM
JIUTEpaTypbl, MeAHaHa BbIKHBAEMOCTH COCTaBJsET OT O JIO
10 sieT B pasanyHbIx cepusix. '
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