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SUMMARY

Burkitt’s lymphoma (BL) is the most aggressive B-cell
lymphoid neoplasm, which growth fraction approximates
100 %. BL has specific chromosomal abnormalities (t(8;14)
(924;932), rarely — t(2;8)(p12;932), 1(8;22)(q24;q11)).
Three clinical variants of BL are recognized (endemic,
sporadic and immunodeficiency-associated BL), each
manifesting differences in clinical presentation, morphol-
ogy and biology. Extranodal sites are most often involved
with some variation according to the clinical variants. In all
three clinical variants patients are at risk for central nervous
system and bone marrow involvement. BL patients are
staged according to the system of S. B. Murphy. 80 % of
patients present at advanced stages (lIl, IV or L3 B-ALL)/
Despite the rapid proliferative rate, BL is one of the most
chemosensitive lymphoid neoplasm. The intensification and
shorter treatment duration of chemotherapy allowed the
remissions in 85-90 % cases and increased 5-year survival
up to 60-65 % (depending on the stage of the disease).
Several pediatric regimens have been quite success-

ful in the treatment of adult cases of BL. New short-term
high-intensive protocols LMB and CODOX-M/IVAC made it
possible to obtain much better results compared with less
intensive protocols. However, these results were worse
than those in children. This fact can be accounted for by the
more frequent bone marrow and CNS involvement and dif-
ferent drug metabolism in adults which increases toxicity of
intensive chemotherapy regimens. 37 patients participated
in the study performed in the Russian Hematological Re-
search Center between August 2003 and December 2008.
The treatment was based on experimental high intensive
protocol BL-M-04. The 5-year disease-free survival was

97 % with 5-year overall survival of 89 %. The use of this
protocol can achieve rapid tumor regression with a short
treatment duration due to chemotherapy intensification and
acceptable toxicity. Unfavorable prognostic factors, which
require intensive treatment include the following: age >

15 years, female sex, elevated serum LDH, bone marrow
and CNS involvement, bulky disease, high International
Prognostic Index (IPI).
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P E®EPAT

Jlumcboma Bepkutta (JIB) 9dABnseTca Haubonee arpeccuMBHON
B-KneTo4HOM 0Ny X0sblo C BbICOKOM (hpakumen nponndepurpyroLmnx Kne-
ToK (Ki-67 okono 100 %) M TUMUYHLIMU XPOMOCOMHBIMW aHOManUAMn
(t(8;14)(924;932), pexe — t(2;8)(p12;932), 1(8;22)(q24;911)). Boigens-
0T TPU KNMHUYECKMX BapmnaHTa J1b: aHgeMnyeckuin, cnopagnyeckmi m
accouummpoBaHHbIi ¢ BUY, kaxgbii 3 KOTOpbIX pasnuyaeTcs no Knu-
HUYECKNUM MNPOSABIEHUAM, MOPMONOrMYeCcKon KapTuHe u 6uonormye-
CKMM 0CO6EHHOCTAM. Hanbonee 4acTo nopa)xkatoTcsa SKCTpaHodanbHble
opraHbl. BoBneyenune B onyxonesbii npouecc LUIHC n kocTHoro mosra
TUANYHO ONS BCeX TpexX KNuMHu4Yeckux BapunaHTtoB. CtaguposaHue J1b
OCYyLLEeCTBNSAETCA B COOTBETCTBUMN C knaccudpumkaumern S. B. Murphy.
80 % nauMeHTOB MMEIT reHepanu3oBaHHble CTaguMm 3aboneBaHus
(1, IV mnn B-kneTo4HbIN OoCTpbIM NuMdpobnacTHeln nenkos (B-OJIJ1),
L3-BapmaHT). HecMOTps Ha BbICOKYIO nponudepaTuBHYO akTUBHOCTb,
J1b aiBnsieTcs OOHON U3 Hambonee XUMUOYYBCTBUTENbHbBIX OMYXOSEN.
NHTeHcndunkaumsa xmmmotepanum n cokpalleHue ee npogosKuTesb-
HOCTWM MO3BOAWUNN O0CTUYb pemuccum y 85-90 % 60NbHbIX U YBENU-
YNTb 5-NETHIO O6LLYI BbIDKMBAEMOCTb A0 60-85 % B 3aBMCMMOCTU
OT cTagmn 3abonesaHnsa. HYacTb negmaTpuy4ecKmMx NPOTOKONOB yCneLl-
HO MCnonb3oBanachb y B3pocbix nauneHToB ¢ JIb. HoBble BbICOKOMH-
TeHcuBHble nporpammel LMB 1 CODOX-M/IVAC no3sonunu nonyyumTb
nydwne pesynberatbl B CPABHEHUWN C MEHEe UHTEHCUBHbIMU MPOTOKO-
namun. OgHaKo Nony4YeHHble peadynbTathl YCTynanu TakoBbIM Yy OeTeN.
JaHHylo cuTyaumio 06bACHANM 60nee 4acTbiM NOpaKeHMeM KOCTHOrO
mo3ara u LUIHC, 6onbLluen TOKCUYHOCTBIO MHTEHCUBHBIX pexunmos XT.
B Nematonornyeckom Hay4yHom LeHTpe 37 naumeHToB ¢ JIb BKNOYEHbI
B uccneposaHue, nposogumoe ¢ asrycta 2003 r. no gekabpb 2008
r. JledeHve NnpoBOAMIOCH NO 3KCNEPUMEHTANbHOMY BbICOKOMHTEHCUB-
Homy npoTokony J1IB-M-04. 5-neTHAs 6e3peunamBHasn BbKMBAeMOCTb
coctaBuna 97 %, 5-netHasa obwaa — 88 %. daHHas nporpamma no-
3BOMIAEeT [OCTUYb OLICTPON perpeccun Onyxonu M CoKpaTuTb NPOAOSI-
XUTENbHOCTb fIeYeHUs 3a CYeT MHTeHCUUKaunum xmmumortepanum npu
npuemnemon TOKCcU4HocTU. K HebnaronpusTHbIM MNPOrHOCTUYECKUM
dakTopam, TPpebYOLLNM MHTEHCUMUKaLMM Tepanum, OTHOCAT Bo3pacT
cTapwe 15 neT, XEHCKWA Mo, NoBbILLEHNe aKTUBHOCTW nakrtaTtgeru-
OporeHasbl, nopaxeHune KoctHoro mosra u LUHC, 6onbluyto onyxone-
Byl macca no tuny «bulky disease», BbICOKMIA MeXAyHapOOHbIA Npo-
FHOCTUYECKUIM UHOEKC.

Knroyesbie cnosa
numdoma bepkuntTa, 6epkuTTonogobHas nmdpomMa, SHAEMUYECKUI Bapy-
aHT, cropagnyeckuin BapmanT.
nEE

[eMaTONOrn4eckmMin Hay4Hblit LieHTp PAMH, MockBa
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BBEJIEHNE

Jlumdoma bBepkurra (JIB) — reteporennas rpynna npenmyiie -
CTBEHHO KCTPAHOJA/ILHBIX BbICOKOATPECCHBHBIX B-K/eTOYHbIX
JUMbOM ¢ BBICOKOH (hpakiinell nposndepupyiolmx Kietok (Ki-
67 okosio 100 %) W THNHYHBIMH XPOMOCOMHBIMU AHOMAJIHSIMHU
(1(8;14)(q24:q32), H(2:8)(p12:q24) nan 1(8;22)(q24:q11)),
pa3IMYAIOLIUXCS MO0 KJIUHUYECKUM TPOSIBJIEHHSIM H MOP(OJIOTH-
YeCKOH KapTHHE.

[lepBoe ynomuuanue o6 OIMyxoJ/iH JIHIIEBOTO CKeJeTa (10-
paxKeHHe 4eJIoCTel, opeUThI) Y TEMHOKOKHX JeTel-a60pHreHoB
u3 Yraujapl otHocuTcst K 1897 . B kadecTBe camocTosiTebHOM
Ho30J10THYecKoi (hopmbl JIB BepBble Gbl1a onucaHa v Bbljiese-
Ha aHIVIMICKMM XHPYProM, MyTelIeCTBEHHUKOM U oTorpadom
Henucom Bepkurrom B 1958 r.! Briocsencrsuu nanuasi popma
6bl1a HasBaHa sHAeMU4HbIM BapuanTtom JIb (3JIb). [Tosxe, B
1961 r. O’Conor u coaBT. oNUCaMH FHCTOJOTHUCCKYIO KAPTHHY
OMyXOJIM, OXapaKTepH30BaB ee Kak JUM(oOIacTHyIO JHMbOMY
HU3KOH cTerneHu M depeHIIIPOBKHI ¢ HanIHeM GOJIbILIOTO YHC-
JgaructuoluToB. B 1964 . 6b11a ycraHoBeHa cBsi3b J1B 1 BHpyca
Anuireitna— bapp (BIDB).2 [TepBoe onucanune crnopajarnueckoro
BapuanTa (1. e. JID B HesHaeMUUHOI 30He ) oTHOCHTCs K 1965 1.3
B knaccucukauun Panmomnopra (1966) JIb 6bna Beimesnena
Kak HelMddepeHtmpoBanHasi, Tuna bepkurra, B PaGoueit dop-
myaupoBke (1982) — snokauecTBeHHast UMboMa U3 MEJTKHX
KJIETOK C HepacllenIeHHbIMY siipamu, Tuna bepkutra, B Kusb-
ckoil kiaccudpukaunu (1992) — sumdoma BbICOKOH cTerneHu
3Jl0KauecTBeHHOCTH, THna Bepkurra, B BO3-knaccudukaimn
(1997) — usmmdpoma DBepxurra, B cocraB KoTopo# Oblin
BKJIIOUEHbl LL3-BapuaHT ocTporo JHMQo6aacTHOro JefKo3a M
6epxutrononobHas sumgoma (bnJl). B knaccudukaunn BO3
(2008) napsiny ¢ JIb Bbiiesnena B-kmertounast smmdoma, He
Kaaccuuypyemast, ¢ MpoMeKyTOUHBIMH MPU3HAKAMH MEXKILy
auddystoit B-kpynHokieroutoit iumdomoii (JIBKKJT) n JIB.*

Komnnueckn Bbizessiior Tpu Bapuanta J1b: sunemudecku,
CIOpajMieCKHil M BAPHAHT, Pa3BUBAIOLLMICS HA (POHE BbIPaXKeH-
HOTO HMMyHOAe(hHIHTA (accournpoBannbiii ¢ BUY-undekimer
WJIH, PeKe, Pa3BUBAIOLMICS M0C/Ie TPAHCIIAHTALMH OPTaHOB ).

JNnAEMUonorusa

Aunemuueckuit BapuaHt JIB XxapakrepeH /sl TEMHOKOMKHUX
JIeTeli-ab0pUreHoB 3KBAaTOPHANIbHOH AQPUKK U MHTPAHTOB M3
Adpuxn B Hosyio Isunero. JIB cocrasaster g0 40—60 % Beex
HOBOOGpA30BaHUi y jieTeil B sHAeMHUHOM paiioHe.® Yacrora
BerpedaemMoctd — 1 cqydait va 10 000 pereit.’ [Tuk 3aGosieBae-
MOCTH TIPUXOUTCST Ha 4—8 JieT Co 3HAYNTE/bHBIM MpeobJaa-
HHEM MaJIbuiKoB Haj aeBoukamu (2,5—3:1).6 3a6oseBaemocTb
3J1B cpeam Bapocsioro Hacesienus He nipesbiaet 4,4 %.”

[Tpuausureasio 95—100 % 3JIB accouumpoBanbl ¢
B3B.# Mausisipust BbisiBiisietcst y GosiblIHHCTBA GoJibHBIX JIB, uTo
MO3BOJISIET MPEJOJ0KUTE yuactue Plasmodium falciparum s
nartoreHese JIMMMOMbI B KauecTBe KohakTopa.

Cnopaauueckuit Bapuant JIb (¢/1b) — Tunuunas no mop-
(hoJIOrHYECKUM, UMMYHO(EHOTHITHYECKUM, IIUTOTEHETHUECKHM
xapaxrepuctikam JIB, BbisiB/sieMast B HESHAEMHUUYHOH 30HE M
MMelollast XapakTepHble KiuHnueckue ocobenHoct. B CLUA u
3anannon Esporie yacrora Berpeuaemoctt JIB y B3pocibix co-
craBasier npubausutensio 1—2 % Beex mumdom ¢ Bo3pacTHol
meananon 30 sier.’ Y nereit na JIB npuxonurest 30—50 % BCex
JUMQOM, COOTHOILICHHE MaJIbYMKOB H jeBouek 2,5:1, cpeanuit
Boapact 3aboseBix — 10—12 jet. B otsmune ot suaemuye-
ckoro BapuanTta Toabko 30 % ¢J1b accouuuposansi ¢ BIB.?

BapuaHnt, accouuupoBaHHbIi € COCTOSSHUEM HWMMYHO-
neduumra, Betpeuaercs B 35—40 % cayuaen Beex Jumbom y
BUY-ununmposannbix. ' Okoso 90 % Beex 3a601eBLIMX —
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myxunHbl.'? BospacrHasi Mmemuana cocrasssier 35—40 Jer (y
HapkoMaHoB — 29 jiet, y romocekcyanuctoB — 37—42 ropa).
Pexe JIB, accouunpoBaHHasi ¢ MMMyHOJAE(HIIUTOM, BCTpeya-
eTCsl y MAlMEHTOB MOCJe TPAHCIUIAHTALMH OpPraHoB (TOYeK,
MeveHH, ceplua, Jerkux ). FIHtepBaj Mexky TpaHCIiaHTaluei 1
MaHudecratieit TUMQOMbI cocTaBJisieT B cpearem 4,5 roaa.'?

MOP®0NOrMYECKASI KAPTUHA

Mopdosiornieckn BbliesIsIOT iBa BapuanTa J1b: knaccuueckuit
1 atunuubbiid, win brJ1.'"1° [Ipu ki1accHueckoMm BapuaHTte B
THCTOJIOTHYECKOM TpenapaTe BblsiB/seTCs AMDY3HbIH pPoCT
MOHOMOP(HBIX MEJKHX KJETOK, OIMHAKOBOTO pasmMepa 1 popMbl
C KPYIJIbIM HJIH OBAJILHBIM SIAPOM, 10 pa3Mepy MpeBbiLaloHM
s7po Masioro Jumdounta. B supe onpenensitoress MHOKECTBEH-
Hble (2—5) 6a3oduibHblE HYKJI€0J/bl. XapaKTepHbl MHOTOUYHC-
JIeHHble MMTO3bl. THMHYHA KapTHHA «3Be3aHoro HebGa» (starry
sky), oGycJ/ioB/ieHHast TPUCYTCTBHEM OOJIbLIONO YHC/Ia MAKpO-
¢aros (puc. 1). B umurosiornueckom rnpernapare BbISIBJISIETCS
MOHOMOP(HBIH KJIETOYHbIH COCTAB: KJIETKH MeJIKHE, 110 pa3Mepy
COIOCTaBHUMBI C JIMM(OLUTOM, C HEXKHOH CTPYKTYpPOH XpoMaTHHA
(6s1aCTHOI) M MHTEHCHBHO 6a30(pUIBHON BaKyoJHM3HPOBAHHON
uuTonJasMor. XapakTepHo Hajuude OGO0JIbLIOro KOoJHuecTBa
MakpodaroB U MUTO30B (pHc. 2).

B orsmumne ot kjmaccuueckoro Bapuanra jans bnJl xapak-
TepeH 6oJiee BBIPAXKEHHBIH MOJTUMOPMU3M: KJCTKH CPEIHEro
KPYIHOTO pasMepa, pas/juyalorcst no gopme 1 paamepy syipa.

Puc. 1. Onyxonb 6pIoLLHOM NonocTu, X 5. FMcTonornyeckas KapTmHa «3se3g-
HOro He6a»

;i.n i{-_{"

Puc. 2. OTneyatku onyxonu 6ptoLLHoi nonoctu, x 100

KIMHUYECKAS OHKOTEMATOJIOTHSA



Jlumchoma bepkurra

B otaesbHbIX c/lydasix MHCToJIOrHYecKast KapTHHA OoJiblle Ha-
nomunaet kaptuny npu JIBKKJI, denomen «3pesanoro ne6a»
MOJKET OTCYyTCTBOBATb. B LIMTONIOrHYECKOM TpenapaTe THITHUEH
HECKOJIbKO OOJIbIIMA KJIETOUHbIH MOJUMOPRU3M  (TTPOMEKY-
tounblil Mexay JIb u JIBKKJI): kneTku cpeaHero u KpynHoro
pa3mepa, pasHoil opMbl, ¢ GJACTHON CTPYKTYpPOI XpOMaTHHA,
MHTEHCHBHOH 6a30(pU/IbHON BaKyOJH3UPOBAHHON LMTOTJIA3-
Moii. MHoro muTo30B. [Ipn Bcex BapuaHTax (3HAEMHYECKOM,
criopaanyeckoM, BHMY-accounnposannom) mopdoJsiornueckast
KapTHHA oJiiHaKoBa.'®

WUMMYHO®EHOTUN

OnyxoseBble  KaAeTKH slg+  skcnpeccupyioT B-kiaetounble
anturens (CD19, CD20, CD22, CD79a), bel-6+, CD10+,
CD23—, CD5—, CD34—, TdT—; dpakuus nposndepupyoimx
kietok (Ki-67) kpaiine Bbicokas — npubamkaercs K 100 %.
Akcenpeccusi mapkepo CD10 u bel-6 noxreepsknaer npouc-
XoxKjleHue Kietok JIB u3 repmunasbioro nentpa cosuky.a.'’”
st JID xapakrepHbl BBICOKHH ypOBEHb 3KCIPECCHH reHa pd3
W HU3KHH ypoBeHb reHa bcl-2, OTCYyTCTBHE MOJIEKYJ ajire3uu
(CD54, CD58) u xoymunr-peuentopos (CD44), a Tak:ke HU3-
KWl ypoBEHb LUTOTOKCHYECKHX T-MM(OLHTOB.

LUWTOrEHETUYECKWUE USMEHEHUSA

Tpauc/iokalmu ¢ yuactueM Jiokyca 8G24 soisisasior B 100 %
cayyaeB JIB. Hannuue nanno# Tpanciokauyu — OJIMH U3 TJ1aB-
HbIX JIMATHOCTHYECKUX KpHTepHeB 3Toro 3abosesanus. B 80 %
CJlydyaeB MPOMCXOUT TPAHCJOKALUSI ¢ MAapPTHEPCKUM JIOKYCOM
H-uenu ummynorno6yanna t(8;14)(q24;q32), 8 20 % — ¢ J1o0-
Kycamu JIerKUX Lereil uMMyHor06y.tuHa: B 15 % — ¢ jokycom
A-uenu 1(8;22)(q34;q11), B 5 % — c sokycom K-uenu (2;8)
(p11;q24).'8 PeaysisraToM npou3olie/iieil TpaHCJA0KaIUHI sIBJIs -
eTcsl HapyLleHHe PeryJIsiiii TPOTOOHKOreHa rmyc. B HopmasbHbIx
B-K7eTkax ypoBeHb 9KCIPECCHH TeHa 11yC XKeCTKO OTPETYIHPO-
BaH. B onyXo/ieBbIX K/I€TKaX MPOUCXOJUT YCHIEHHE IKCITPECCHH
Myc 3a CYET BJIMSIHUST MOLUHBIX TETEPOJIOTHUHBIX 3J1€MEHTOB,
PEryJIUPYIOIIMX IKCIPECCHI0 TeHOB HMMYHOTrJIOOYaHHOB. [lpu
TPaHCJIOKALIMK Myc BCTpauBaeTcs B paiioH rena IgH waum Igl,
TIPH 9TOM OKa3bIBasiCh B 00J1aCTH aKTHBUPOBAHHBIX B B-KJjieTkax
IgH uan Igl-snxancepoB, 4To NMPUBOJAUT K €ro HernpepbiBHOH
sKkenpeccHu. Takxke ycH/IeHHe SKCIPECCHH MYyCc MPOUCXOIHUT
3a CUET €ro CTPYKTYPHbIX MOBPEXKIEHHH (MyTallMii), 4TO BeJeT
K HM3MEHEHHIO PeryJisiiuM SKCNpeccHd W (YHKUUM MPOyKTa
rena myc. benok MYC pa6otaet Kak pakTop TpaHCKPHUIILIHU
peryJiMpyeT KJIETOUHYIO MpoJudepaiuio, 1MppepeHInpoBKy 1
amonTos.

Ha moJsiekyssipHOM ypOBHe CTPYKTypa TPaAHCAOKALMH C
yuactuem c-myc reteporerna.'® I[1pu aJ1b pas3pbiBbl Ha Xpomo-
coMe 8 pacroJsiaratorcst Ha 60JbIIOM MO TTPOTSKEHHOCTH y4acTKe
(> 200 000 n. H.), a Ha xpomMocoMe 14 paspbIBbl TPOUCXOJAT B
npenenax JH-pernona umu B HernocpeACTBEHHOH GJIM30CTH OT
tero.?’ Tlpu ¢JIB touka paspbiBa B rene [gH pacrosaraercst
B obsact S (switch region), a mosomka Ha Xxpomocome 8 —
BOJIM3HM WJIH HEMTOCPEICTBEHHO Ha B’ -KOoHIE reHa myc.?!

Touku paspeiBa B reHe c-myc npu t(8;14)(q24;932) u
6ousee penkux 1(8;22)(q24;q1 1) t(2;8)(p12;q24) orsmmuarores.
[Tpu t(8;14)(q24;932) pa3pbIB Ha XpOMOcoMe 8 MPOUCXOUT Ha
ydactke, npuJjexKalieM K 5’-KOHLLy reHa myc, B To BpeMsl Kak rnpH
1(8;22)(q24;q1 1) n t(2;8)(p12;q24) paspbiBbl pacroaaraiorcs B
obsiactu 3’-KoHua reHa mic.?!

JlanHble JUTEpPaTypbl O BTOPHUHBIX XPOMOCOMHbBIX aHO-
majusix npu JIB orpanuuennt. Bosiee uem B 70 % cayuaes J1b
HaGJII0AI0TCST JIOMOJTHUTENIbHBIE XPOMOCOMHBIE MepecTpoiiky. B
CTPYKTYpHble €PeCTPOIKH yallle IPyrux BOBJEKaloTCst 061aCTH
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1q, 6q, 7q, 17p. B 6osbIrHCTBE C/lydaeB OMpeaeIsiioTes AyTJn-
KallM{ WM TPUCOMHH XpPOMOCOM | 1 7 1 Jie/ielinn XpoMocoMbl 6.7
[lepectpotiku ¢ yqactuem 6q, 7q, 13q sBASIOTCS MPOrHOCTHYE-
CKH HeOJIaronpusiTHbIMK. >

KNWHWYECKUE NMPOABNEHNA

JHgemnyecknii BapuaHT

[Tpu 3JIb nauGoJsiee 4acTo MOpaxKalTCs KOCTH JIUIEBOTO
CKeJieTa — BEpXHSAS W HWKHAS UesIoCTH, opbuTa, a Takxke
MATKHE TKaHU Jua. Y GOJbIIMHCTBA GOJBbHBIX C MOpPaXKeHHEM
YeJsIIoCTel OMyXoJib Pa3BUBAETCSI B 06J1ACTH a/bBEOJISIPHOTO OT-
POCTKA BEPXHEH YeJII0CTH, TIPUBOJIS MOCTENEHHO K PACIIHPEHHIO
aJlbBeoJIbl U noTepe 3y00B, B Hauasie MOJISIPHBIX H MTPEMOJISIP-
HbIX, 3aTeM U Jpyrux. [1py nopakeHuu 4esioCTi cpeid paHHUX
PEHTIeHOJIOTHUECKHX HAXOIOK OTMEUAKT KOCTHbIE 00pa30oBaHHst
JIOXKHO pasBUBatolluxcsi 3y0oB. B nasnbHeiiliemM npu peHTre-
Horpauu BBISABJSIOTCS CMelleHUsT 3yOOB M MHOMKECTBEHHbIE
YUACTKH Pa3ps?KEHUsi B 9TOU 06JIACTH, NP STOM HCIIOJb3YeTCs
TEPMUH «aHapxus 3y60oB». TUIMHUHBIMH PEHTTEHOJIOTHUECKUMH
MPOSIBJEHUSIMHU SABJIAIOTCS HAPYIIEHNs] KOCTHOH TpabeKynspHOH
CTPYKTYpbI, MOSIBJIEHHE 0YaroB OCTEOJUTHUECKOH AECTPYKIHH,
MHOYKECTBEHHbIe 1e(heKThbl HAIKOCTHUIbI.?!

Jlpyrumu, 4acto BOBJIEKAEMbIMU OpraHaMH SIBJISIIOTCS siHY -
HUKH, SIUYKH, LIHTOBHHAS XKeJse3a, CIIOHHbIE JKeJe3bl, MOUYKH,
MOJIOUHbIE 2KeJie3bl.?

[Topaskenune LIHC B ne6tote 3a6oseBanus BbisiBasiioTy 30—
34 % pereii: Heitposeiikos (40 %), kpanuasbHas Heliponarts
(32 %) u unrparymop cnunroro mMosra (40 %). 3HaunTesbHO
yale BOBJIEUEHHE MO3TOBBIX 000JIOUEK M YeperHO-MO3rOBbIX
HepBOB HalbJsofaeTcss y GOJBHBIX C MOPaXKEHHEM JIHLEBOTO
ckesieta. M3onmpoBaHHOe TopayKeHHe TOJI0OBHOTO MO3ra B BUJIE
uHTpatymopa npu 3JIb BeTpeuaeTes KpaiiHe penko, KaK npaBu-
J0y nereit ¢ BUY-undeximeir.? Bosseuenune KocTHOro Mo3ra y
Jeteil Habmonaercs peako (8—10 % cayuaes), y B3poCabIX —
3HaunTe bHO ualle (25 %).2

Cnopagnyecknii BapnaHT

s ¢JIb xapaxkrepHo nopakeHne TOHKOH KHILIKK (Yalle ee
TePMUHAJILHOTO OT/Ies1a ), OPbKEHKH, a TAKKe JKeJIyJIKa, eYeHH,
TOJICTON KMUIKH, OPIOLIMHBI M 3a0pIOIMHHOIO [1POCTPAHCTBA.
TunuuHo BoBJsieueHue B onyxoJdebii npotiecc LIHC, sauunnkos,
siMueK, JUMpOoy3noB — abIOMHHAJbHBIX W 3a0pIOIIMHHBIX,
ropasyio pexe nepudepudeckux.’” Cretuuueckoe nopaxeHie
KocTHOro Moara HatJofaetcs B 20—35 % ciyuaes, Hefiposieli-
k03 — B 20—25 %.° Kak npaBusio, 3a6osieBanue nposiBJsieTcs
OBICTPBIM YBEJIMUEHHEM »KMBOTA 3a CUET HHTEHCHBHOIO pocTa
OMyXOJIH M Hapacraiollero acuura. B GoJibliMHCTBe ciyuaes
ropakeHue opraHoB GPIOLIHON MOJIOCTH MPEICTABIEHO MACCHB-
HBIM OIyXOJIEBLIM KOHIVIOMEPATOM, BOBJIEKAIOLIUM HECKOJLKO
BHYTPEHHHX OPraHoOB, peKe HMEIOTCS MHOXKECTBEHHble ova-
roBble MOpaKeHHs! MeyeHH, ToYeK, MOJLKEeNYI0UHON Kelesbl,
KHLIeYHHKa. BO3MOXKHO pasBUTHE KHILIEUHOIH HENpPOXOAUMOCTH
Kak 3a CUET OIyXO0JIEBOTO MOpaKeHHs! KULIKH, TaK U 3a CUeT ee
CHABJIEHUS], a TAKXKe JKeJyJI0UHO-KHIIEUHOr0 KPOBOTEUEHHUs Ha
done cretyduyeckoil MHPHALTPALIHN KelyaKa /Wi Kulliey-
Huka.”’

B Espone nopaxenue LITHC BoisiBastior y 20—25 % 6041b-
ubx,? B CIIA — y 15 %.2 Bosaeuenne LIHC (oco6enno B
BHJle HEHpPOJIeiKo3a) uallle OrpejiesisieTcst MpHu crelupruecKoi
MHQUILTPALMKE HOCOTJIOTKH M NPUIATOUYHBIX Ma3yX Hoca, Mo-
paxkeHHsix OpOUTHI, TOHaJ, KOCTHOTO MO3ra, MOJIOUHbIX JKeJe3
1 KocTel, oco6eHHO JuleBbX. K ApyruM npuuuHam, yBesudu-
BalolMM yactoty BoBJeuenuss LIHC, otHocar Jeiikemusatiuio,
Hajiune GoJiee OJIHOTO IKCTPAHOJANBHOrO oyara rnopax;eHus.
[TepBuuHOe BoBJIeUeHHEe CIIHHHOTO Mo3ra npu cJIb BeTpeuaetcst
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3HAUUTENbHO pexke, yeM npu 3JIb. Onucanbl enuHUUHbIE Ha-
6J1I0JIEHUST MHTPATYMOPa CITMHHOTO MO3ra Y JIeTell U B3pOoCJbX. B
peKuX cydasix npu ¢/1b mopa)katorcesi KOCTH JIMIEBOTO CKeJlieTa
(BepXHSIS U HUKHSISI UeJIIOCTH, OPOUTA ) U MSITKHE TKAHH JIMLA.
Kak npaBuJio, 60/bHbIE MOCTYNAIOT B CTALIMOHAD B TSXKEJIOM
WM KpalHe TSXKEeJOM COCTOSIHHH, OGYCJIOBJEHHOM OOJIbILIOH
OITyX0JIEBON MAcCCOi, MHTOKCHKALMEH, UCTOLIEHHEM BILIOTh J10
KaXeKCHHU, 9JIEKTPOJIUTHBIMU HapylieHusiMU. Hepenko ocHOBHOM
TeparneBTHUeCKOl npobJeMoit y 6oJbHbIX JIB ctanoBuTes npo-
rpeccupyromias octpas mnodyeuHass HexoctatoyHoctb (OITH).
HaunGosee uacTble MPUYWHBI €€ Pa3BUTHS: CrelU(UIecKoe
nopaykeHue TMoveK, HapylleHHe YPOAMHAMHUKH 3a CUeT c/iaBJe-
HHSI MOUETOYHHKOB OIYXOJIEBLIM KOHTJIOMEpPATOM OPIOIIHOH
NoJIOCTH, 3a6PIONIMHHOTO MPOCTPAHCTBA WJIM MaJjoro Tasza ¢
pa3BUTHEM MOCTPEHANBLHON aHYPUU U MOUEKUCIasi HepporaTHs.
[IpaxkTnuecku Bceraa ectb B-cumnTombl. XapakrepHo GbicTpoe
noxynenue (Ha 10—15—20 kr 3a Mecsill), BIJIOTb 10 KaXEKCHH,
BbIPAXKEHHAsT TOTJIHBOCTD, JIMXOPajKa 10 peOpHIbHbIX 1Hdp.°

Knnunyeckne ocobeHHocTH 60bHbIX cJ1b (co6cTBEHHBIE
Habnwpenns)

C 1995 no 2008 r. B 'HLL PAMH na6Jonaiock 72 60Jib-
HbIX C LMTOTE€HETHUECKH TMOATBEP:KAEHHBbIM auarHosom cJIb.
XapakrepucTika 60/bHBIX peACTaBaeHa B Tabr. 1.

Takum 06pa3om, XapaKTepHBIMH KJIHHHYECKHMH OCOGEH-
Hocrsimu JIB siBsiOTCS MOJIOI0¥ BO3pACT MAlMEHTOB, MPEUMY-
11IeCTBEHHO MYXKCKOH M0J1, Hajuuue B-cUMNTOMOB, KOPOTKHH
aHamHe3 3a06oJieBaHUsl, TeHepasM30BaHHble CTaJlMH, 3KCTpa-

Ta6nuua 1. XapakTtepucTuka 605bHbIX ¢ nnMdomon BepkntTa

Yucno
Mapametp 60MnbHbIX
(n=72)
Mon Myxckoii 51 (71 %)
JKeHcknit 21 (29 %)
COOTHOLLEHIE MYXXHUH/KEHLLMH 2,5/1
Boapact VHTepsan, rogpl 14-69
MepawnaHa, roabl 27
Cragus | 5(7 %)
Il 9 (12,5 %)
1l 25 (35 %)
I\ 14
(19,5 %)
B-01J1 19 (26 %)
AHamHe3 3a-  [lnanasoH, mec. 0,5-3,5
Gonesatns MeaunaHa, mec. 15
lMopaxeHue KoCTHOro Mo3ra 22 (31 %)
Mopaxenne LHC 17 (24 %)
MopaxeHne KOCTHOr0 MO3ra i LieHTPanbHOI HePBHON CUCTEMbI 9(12,5 %)
Jlokanusaums 9kcTpaHofanbHas  KnwevHuk 27 (38 %)
MeyeHb 23 (32 %)
Mouku 12 (17 %)
XKenynok 17 (24 %)
MomxenynoyHas xenesa 12 (17 %)
SN4HUKM 8 (38 %)
JInuesoii ckenet, poTo-, HOCO- 12 (17 %)
rnotka
Koctun 8 (11 %)
Anyku 4 (8 %)
HopanbHas Mepuchepuyeckue numdoysnbl 15 (21 %)
MeauactuHanbHble numdoysnel 6 (8 %)
CeneseHka 12 (15 %)
Acunt 25 (48 %)
Mnesput 11 (15 %)
CpasneHne MO4eTO4HNKOB 10 (14 %)
OcTpas noyeyHas HeA0CTaTO4HOCTb 12 (17 %)
B-cumnTombl 42 (81 %)
MosblwweHne aktusHocT AT 43 (83 %)
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HOZAIBHBIE TMOPAXKEeHHs, 4acToe BOBJEYEHHE KOCTHOTO MO3ra
i [IHC, uro cooTBeTCTBYeT HaHHBIM APYrux uccjenoBareseit.’
Hatim fanHbIe CBUIETE/TLCTBYIOT, UTO OOMBIIMHCTBO 60MbHBIX JID
Ha MOMEHT yCTAHOBJICHHS] MArHO3a HAXOASATCS B TSZKEJIOM HJIH
KpaliHe TSXKeJIOM COCTOSIHHM, HMEIOT FeHepa/IM30BaHHbIe CTAUU
3aboJieBaHusl, B-CHMITOMBI, 3JIEKTPOJIMTHbIE HApYyLIEHHs], He-
penko Boisiasiercs OITH. Kak npasuiio, nopaxenne opraHos
GPIOLLIHOM T10JI0CTH MPEACTaBJIEHO MACCHBHBIM OIyX0JIEBbIM KOH-
rJIOMEPATOM, BOBJIEKAIOLUIUM HECKOJIbKO BHYTPEHHHX OpPraHoB,
pexKe UMEIOTCsl MHOXKECTBEHHbIE OYaroBble MopayKeHHs! NeveHH,
rnoueK, MOJLKEeyI0UHOH KeJle3bl, Kullleunnka. OTMeueHo yacroe
nopa<eHue KullleuHnkay My>kunt. O6patiaer Ha ce6sl BHHMaHHe,
4T10 JIB 2KeHCKHX MOJIOBBIX OPraHOB (TMUHHKOB, peXke — MaTKH)
B GOJILLIMHCTBE CJIy4aeB BBISB/SETCS Y MAlMEHTOK AETOPOIHOTO
Bo3pacta. [Togo6Hble HaGI0/IEHHST Mbl HE BCTPETHII B JIUTEPATY -
pe. Hacrora BoB/ieuenust KoctHoro moara 1 LIHC y 6onbhbix JIB
B Poccnu cooTBETCTBYET JIaHHBIM, TIPHBOAMMBIM €BPOTEHCKUMHU
ucenenoaressivu.’ [Topaxenne LIHC (oco6eHHo B BHjie Hefipo-
JIeliKo3a ) uallle BbISIBJISIETCS TIPH CrielU(HIeCcKOi HHPUIBTPALUH
HOCOTJVIOTKM M TIPUAATOYHBIX Ma3yX HOca, TMOpaxKeHHsIX KOcTei,
0COGEHHO JIMLEBBIX, FOHAJ, KOCTHOro Moara. Hamm panuble
TaKXKe CBMJIETE/BCTBYIOT O BBICOKOH uactore Bosjeuenus: LIHC
y MyxkuuH. [lpn ¢JIB y B3pocisibiX KpaiiHe peiko BbISIBJSIIOT 110-
pa’KeHHe JIMLEBOro cKeJieTa (BepXHEH 1 HHZKHEH UeJiocTH, 0pou-
Thl), MSITKHX TKaHeH Jiia,> BajibaeiiepoBa KoJiblia, poTo- /i
HocoryoTku.?! OfHAKO, 110 HAILIMM JIdHHbIM, TaKasi JoKaJu3aliust
onyxoJ/iu umeet Mectoy 17 % GoJbHbBIX.

BUY-accoynnpoBaHHblii BapuaHT

Jlnst BapuaHTta, acColMHPOBAHHOLO C HMMYHOJE(MUIUTOM
Kak npu BUY-uHbekimu, Tak 1 nocsie TpaHCIIaHTallli COMUIL-
HBIX OPI'aHOB, XapaKTEPHbI FeHepaIH30BaHHas TUM(aTCHOTATHSI
(puc. 3), BoBJIeUEHHE CEJIE3EHKH, YACTOE MOPaXKeHHe KOCTHOTO
moara (30—38 %), nanuuue B-cumnromor. Heiiposieiikos mma-
rnoctupyetest y 13—17 % 60/1bHbIX. >

Puc. 3. BHewHunn Bup 6onbHoro ¢ BWY-accoummpoBaHHoOM numdomon
BepkutTa

[Tpu passepnyroit BUU-undexunn (CITHIe) nopakenne
LIHC na6monaetcst y 70 % B3pocbix.*® Onucanbl eqMHHYHbIe
HaOJIIO/IEHUST TTIOPAXKEHHUST JIHIIEBOTO CKeJIeTa.

CTAAUPOBAHUE JIUM®OMbI BEPKUTTA

Jlist onipesiesienst pacnpocTpaHeHHOCTH OIyX0JIeBOTO Mpoliecca
UCIOJBb3YIOT Kaaccudukaiuio S. B. Murphy:

[ cmadus: onHa KCTPAHOAAIBHAS WM HOAAJIbHAS OMyXOJIb
6e3 JIOKaJIbHOTO PacNpOCTPaHEHHs], HCKJII0UAIOTCs OYXOJIH Cpe-
JIOCTeHHUs1, GPIOLIHOF MOJIOCTH U MU PAJbHOTO TPOCTPAHCTBA;

KIMHUYECKAS OHKOTEMATOJIOTHSA



Jlumchoma bepkurra

Il cmadus: nopanbHas WM SKCTPAHONANBLHAS OMYXOJh ¢/
6e3 mopaKeHUst perHOHapHBIX JUM(OY3JIOB MO OHY CTOPOHY
auadparmbl, 3a HCKJIIOUEHHEM OMyXOJIH CPeIOCTeH s, OPIOLIHON
noJiocTH (KpoMe HJeoleKalbHOH 00JIaCTH) U 3MUIYPaATbHOTO
MPOCTPAHCTBA;

[l cmadus: HomanbHAsi WM 3KCTpaHOAAJIbHAST OIMyXOJlb
1o 06e CTOPOHbI JMacparMbl, Bce TMEPBUUHbIE BHYTPHIPY/IHbIE
onyxoJsii (MeJMacTHHaJ/IbHbIe, MJeBpaJbHble), Bce OOLIHUPHDLIE
BHYTPHOPIOLIHbIE OMYX0JH (Hepe3eKTabesbHble ), BCE Napacru-
HaJIbHbIE U 3TTHIYPaJbHbIC OMyXO0JIH, HE3aBUCHMO OT JIPYTHX MECT
NOpaKeHHU;

IV ecmadus: mobasi U3 nepeunc/ieHHbIX Bbillle ¢ MHUIHA/b-
HbIM nopaskenueM LIHC u/umm koctHOro Moara (61acTel MeHee
20 %) u/nn MyasTHGOKAILHOE OpaXkeH|ue CKeJleTa;

B-OJIJI (no tuny L3): nopaxkeHue KOCTHOTro Mo3ra (61acTbl
Gosee 20 %).

JuddeperunanbHas nuarnocruka J1b npoBonutes B nep-
Byto ouepenp ¢ JABKKJI ¢ Bbicokoit nposindepaTtuBHON akTHB-
HocTblo. CylllecTByeT Tak HasdblBaeMasi cepasi 30Ha — Trpyrna
aumom ¢ npusHakamu Kak JIBKKJI, tak u JIb. B 6osbiiHeTBe
9THX CJly4aeB yCTAHOBJICHHE JMarHosa 6e3 LUTOreHeTHYeCKOro
MOATBEPKICHHUSA HEe TIPECTAB/IACTCA BO3MOMKHDBIM.

Hcroputo nporpammuoi Tepanuu JIb MoxKHO pa3nesiuthb Ha NATh

MOC/Ie0BATEbHBIX TAMOB:

@ MoHOTeparnus HHKJIoDochaHOM;

@ euenue no cxemam B-OJIJI — nporpamme Xesblepa u
ee aHaJIoroB;

@ Tepanus 1o nporpaMMam «30J10TOr0 CTaHAapTa» JedeHus
aumpom — CHOP u CHOP-nono6HbIMY KypCcamH;

® DO—7-mecsaunble 6jokoBble cxembl (NHL-BFM, Hyper-

CVAD);

@ KOpoTKHe (3-MecsiuHble) BbICOKOMHTEHCHBHbBIE MPOTOKO-

7 (CODOX-M/IVAC, LMB).

[TepBble nonbITKY JieueHus J1B Oblin npeanpuHsATH B KOHLE
60-x romoB mpouwioro Beka JKoHOM 3HIJIEpOM, MCMOJbB30-
BaBLINM Jyisl JieueHust 3J1B mMoHoTepanuio uukiodochaHom B
no3e 40 Mr/Kr ¢ uHTepBasoM MexKy BBeleHusMU 2 He. [1pu
[—III cragun 2-netHsisi obuwas BbbKuBaemocTh (OB) He mpe-
Bbiana 45 %, Bce GosbHble ¢ IV cramueii/B-OJ1J1 noru6.u B
Teuenue 4—6 mec.? Jleuenue no nporokosam OJIJT okazanoch
MaJio9(PEeKTHBHBIM, KPaTKOCPOUHbIE PEMUCCHH JIOCTHTAIUCH Y
20—60 % 60/1bHBIX, 3-J1eTHss Ge3pelHanBHAasl BLKMBAEMOCTh
(BPB) ne npepbimana 30 %.%%% B nanbuefitem npeanpuHuma-
Jlach onbiTKa nenosbaoBaTh pu JIb CHOP u CHOP-nono6HbIe
Kypcbl. C TIOMOIIBIO JAHHBIX MPOrpaMM yaaBasoch A0GHTHCS
JMLLbL KpaTKoBpeMeHHoit pemuccru y 40—50 % 60sbHbIX. >

Hamu taxcke moaTBepskaeHa moJHast He3()(EKTHBHOCTb
tepanuu no nporpamme CHOP y 6osbHbix JIB. B GosbiiHcTBe
CJlyuaeB MallMeHTaM MCXOAHO Obll YCTAHOBJIEH HENpaBUJIbHBbI
anarHod — JIBKKJI u npoBefeHo JeueHHe 10 «30/10TOMY
cranaapty» Jumdom — nporpamme CHOP B nanbuefimem,
TMpH TIporpeccuu 3aboJsieBaHusi GOJIbHbIE KOHCYJBTHPOBAHbBI B
['HLL PAMH, rne npu nepecmotpe npenapaToB U MPOBEIEHUH
JIOTIOJIHUTEJIBHBIX ~ MCCJIeIoBaHWi  auarHoctuposana JIb. ¥
Bcex 14 GosbHbIX Tepanus mo nporpamme CHOP u CHOP-
nof06HBIMH Kypcamu Oblia Hes(deKTHBHA: KpaTKOBpPEMEHHas!
pemuccnst jocturuyta y 2 (14,5 %) nauueHToB ¢ noc/etyoumm
PaHHUM PELMIMBOM, YACTHIHBIH OTBET B BUJIE HE3HAUMTENLHOTO
cokpalleHus oryxosn Habsonancs y 2 (14,5 %) 60sbHbIX,
nporpeccust 3aGosesanusi — y 10 (71 %) (taba. 2). Takum 06-
pasoM, aanbHelillee ucroJsb3oBanue nporpaMmmsl CHOP npen-
CTaBJIAJIOCH HellesecooOpa3HbIM B CBSI3H C ee KpalHe HU3KOMH
9 PEKTHBHOCTBIO.

www.medprint.ru

Ta6nuua 2. XapakTepucTuka 60orbHbIX U pe3ynbTaTbl IeHeHUs Mo nporpaMmme
CHOP 1 CHOP-nopo6HbIMU Kypcamu

Mapametp Yneno 605bHbIX
(n=14)
Mon My>xckoit 9
JKeHeknit 5
Bospact [lnanasoH, rogpl 14-42
MenauaHa, roapl 28,5
Cragus | 0
Il 3
i 3
\% 5
B-01n 3
B-cumnTombl 10 (71 %)
[MoBbIweHwe aktusHocTy JIAM 14 (100 %)
OTBET Ha Tepanuto [Mporpeccus 10 (71 %)
Pemuccus, pantnit peunans 2 (14,5 %)
YacTuyHbIin 0TBET 2 (14,5 %)

B nanbHeiiiem JeueHue pa3BuBasoch 1o MyTH HHTeHCH(H-
KallMd XMMHOTEPArii U COKpallleHHsl ee MPOJ0J/IKUTENbHOCTH,
4TO Kap/IMHAJIbHO H3MEHHUJIO PE3YJILTAThl JIEUEHHST, TO3BOJIHB JI0-
ctrub pemuccud y 85—90 % GOJBHBIX H yBEJHUHTD 5-JIeTHIOK
OB 10 60—85 % B 3aBUCHMOCTH OT CTajlH 3a60/eBaHns. 84!
BriepBble KOpOTKHE HHTEHCHBHbBIE CXEMbl MOJMXHMHOTEPAITHH
(I'TXT), BrsttouaBire (hpaKkIMOHM POBAHHOE BBEJICHHE LIMKJIO(OC-
(hana, ndochamua, BHHKPUCTHH, METOTPEKCAT, 1OKCOPYOULIHH,
LIUTO3ap, a TaKKe ajleKBaTHYI0 MPOMUIAKTUKY HEHpOJeiKo3a,
ObIJIH IPUMEHEHbI B T1€/IHaTPHUECKON TTPAKTHKE. DTO MO3BOJHJIO
JocTrb pemuccun y 88—92 % nereit, a y 50—87 % nosyunth
ainresibiyio BPB, B 1. u. u nipu [II—1V cramuu 3a6osesanust. 247
Tepamnus no nporpamme NHL-BFM-90 nasa BoaMo:KHOCTb J10-
CTHYB 6-J1eTHIOW GeccoObITHITHYI0 BbKIBaeMocTh ipu R, RII u
RIII rpynnax puckay 100, 96 u 78 % nauueHToB COOTBETCTBEH -
Ho.*8 CoroctaBUMble pe3yJsibTaThl MOJYUeHbl OTEUECTBEHHBIMH
JeTcKuMu remarosioramu. 5! S, B. Murphy npeioxuJia st uc-
noJib3oBanus y jereit pexkum Hyper-CVAD: nositbie pemnccrn
yaanoch goctuub y 93 % nauuentos. 4-netusis BPB cocrasuna
79 % y nauuentos ¢ JIB (I—1V cranus) 1 65 % — y GoJbHBIX ¢
L3 B-OJIJ1.*" CraHOBWJIOCH OYE€BH/IHBIM, YTO UHTEHCH(UKALLKST
Tepanuu MO3BOJISIET MMOJYYUTb HAWJydliMe pe3yJibTaThl, He
YBEJIMUMBAET YHCJIO PELMIMBOB, B T. 4. y GOJIbHBIX ¢ (haKTOpaMu
TJIOXOr0 MPOTHO3a. DTO TMOJATBEPIKIANN PE3YJbTaThl JIeUeHHs!
geteil mo nporokosam LMB u CODOX-M/IVAC u apyrum
BLICOKOUHTEHCUBHBIM MTporpammam. 40

Hcrnosib3oBanne aHalOTMUHBIX TPOTOKOJIOB Y B3POCJbIX
T03BOJIMJIO JI0CTHYL peMucchd Yy 63—79 % nauumentoB, HO
2-netnsis BPB u OB cocrapasan 50—65 %, a y naumenTos
¢ L3 B-OJIJT — 30—50 %.%*4 B I'HLL PAMH npu sieuenun
60J1bHBIX 110 TpoTokoay NHL-BFM-90 (1995—2003 rr.) no-
JIydeHbl aHAJOTHUHbIE Pe3yJbTaThl (Tabdl. 3).

5-netnsisi BPB cocrasuiaa — 80 %, 5-netusisi OB — 50 %
(puc. 4). Cpean nepBHUHO-pepaKTepHbIX MallMEHTOB 11peos-
Jagann 60JbHble ¢ MOpaKeHHeM KOCTHOro Moara no tumy L3
B-OJIJ1.

Takum o6pazom, mnoJyueHHble pe3yJbTaThl yCTynajn Ta-
KOBBIM Yy JeTell. JlaHHylo CHTyallio 0ObsICHSAIN GoJiee HacThiM
nopaxenueM KocrHoro Moara v LIHC, GoJibliieit ToKCHYHOCTBIO
nHTeHCHBHBIX pexkumoB [1XT. B To xe Bpems I. Magrath mno-
JIyduJ1 OIMHAKOBBIE Pe3yJIbTaThl MPH JIEUEHHH JIeTell U MOJIOIBIX
B3pocbx Kypcamt CODOX-M/IVAC, 2-nethsisi BPB cocrapu-
na 92 %.% CjietyeT OTMETHTh, YTO CPEIHHI BO3PACT B3POC/IbIX
NalrMeHToB OblT 25 JIeT U TOJbKO 3 60JbHBIX uMesu [V craauio
3aboneBanusi u B-OJIJI. Jledenne no nporokony LMB mo-
3BOJIMJIO NOJTyunTh pemuccun y 89 % Bapocibix ¢ =111 cragueii
3aboJieBaHus (Bo3pacTHast Meauana 26 Jet) u 3-setHioo bPB
y 71 % nauuentos. Pesyabratol sedenust 1o npotokoay LMB
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Ta6nuua 3. Pe3ynbtathl neveHns 60sbHbIX ¢ numdomoit Bepkntta no
nporpamme NHL-BFM-90

Yucno 60nbHbIX

Mapametp (n=12)
Mon Myxckoi 12
2KeHcknin 0
Bospact [nanasoH, rofpl 14-42
MenauaHa, roapl 22
Cragus | 1
Il 1
1l 4
v 1
B-01N 5
B-cumntombl 9 (75 %)
MosbiweHne aktusHocTy JIAT 9 (75 %)
OTBET Ha Tepanuto CMepTb OT 0CNoXHeHuiA MXT 2
Pemuccus, panunit peunans 3
Pemucens 6
lMporpeccuposaxue 1
1 1 1
14 L
0’8 — e e e & + 4+ + |-
bPB
0,6 r
04 -
| OB
0,2 r
0 L

T T T T T T T T T T T T T T T T T T
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Mecsaubl

Puc. 4. 5-neTHsAsA o6Las u 5-neTHas 6e3peLnanBHas BbDKMBAEMOCTUN 60MbHbIX
¢ numcpomoint BepkutTa, nonyyasLumnx Tepanuto no npotokony NHL-BFM-90

Cxema 1. NMporpamma NHL-BFM-90

Mpendasa + 6 6nokos: A-B-C-A-B-C  (5-6 mecAueB)
Mpepdasa

1. UuknodpocdaH 200 mr/m2 1-5 gHu

2. [JlekcameTa3oH 20 Mr BHYTpb 1-5 AHK

Bbnok A
[ekcameTa3oH 10 Mr/m2 B/B 1-5 gHN ~~—
BUHKPUCTUH 2 Mr 1 geHb
Ndocdamma 800 mr/m2 1-5 gHu
MeToTpekcat 1500 Mr/m2 1 geHb
Linto3zap 150 mr/m2 4-5 gHn
Bene3sua 100 mr/m2 4-5 gHn

SV pwN =
AN

Cxema 2. MognduumposaHHas nporpamma J16-M-04

Mpepdasa + 4 6noka: A-C-A-C (3 mecaua)
MNpendasa

3. Uwuknodocdan 200 mr/m2 1-5 gHn

4. [lekcametas3oH 10 mr/m2 B/B 1-5 gHun

Bnok A
[ekcameTa3oH 10 mr/m2 B/B 1-5 fHK
BUHKpUCTUH 2 Mr 1 geHb
Ndocdamma 800 mr/m2 1-5 gHu
MeToTpekcat 1500 mr/m2 B 1 aeHb
Linto3zap 150 mr/m2 4-5 gHn
Bene3sug 100 mr/m2 4-5 gHn
Lokcopy6uumH 50 mr/m2 B 3 fieHb

Nou,pwN =

pereit u B3pocbix ¢ [—III craguuil Oblin comnocraBuMbl, MpU
IV cramuu 3-netusisi BPB y nereii cocrasuia 76 %, y B3poc-
JILIX — TOJIbKO 56—57 %.*0

Takum o6pasom, npu IV cragun 3adosneBanus u B-OJIJ1
He y/laBaJloCh TOJYUHTh XOPOLIHX PE3YJsIbTaTOB, YTO CBHIETEb-
CTBOBaJIO O HHU3KOH 3(P(EKTHBHOCTH JI@AHHBIX MPOTOKOJIOB /151
nauuenToB ¢ nopaxenuem LIHC u seiikemusanneit u o Heo6xo-
JIUMOCTH MOHCKA HOBBIX MOJIXO/IOB K JIEYEHHIO STHX GOJIBHBIX.

B cBsisan ¢ HenocTaTouHoN 3(PEKTHBHOCTLIO MPOTOKOJIA
NHL-BFM-90 (5-netusis BPB — 80 %, 5-netuss OB —
50 %), ocobenno y nauuentos ¢ B-OJIJI (5 us 5 noru6au),
B asrycre 2003 r. B8 THLL PAMH BHenpen HOBbI# uccenoBa-
TesmbCKUi mpotokoa Tepanuu JIb — Jlumdoma bepkurra-
Mockpa-04 (JIB-M-04). OcHoBHOIl 11€J1bI0 CO3AaHUST MPOTO-
KOJIa CTaJI0 MoBblleHre 3PPeKTUBHOCTH JieueHust 60JbHbIX JID
3a CUeT UHTeHCH(UKALMK Teparuu U COKpalleHHsl ee MpPoJIoJl-
JKUTEJBHOCTH. 32 OCHOBY B3SIT MOAMGHULHPOBAHHBIH TIPOTOKOJ
NHL-BFM-90, BeTBb BbICOKOIO pUCKa, C J1030i MeTOTpeKcarta
1500 mr/m2 TIpotokoss NHL-BFM-90 (BeTBb BLICOKONO pHCKa )
npejcTaBJsieT co60il Moc/enoBaTe/bHOe MPOBEAEHUE H-HEB-
HOW mpedasbl LHKI0PochaHOM U AeKCaAMETa30HOM U GJIOKOB:
A-B-C-A-B-C. B 6ok A BxomsT npenaparbl: METOTpPEKCaT,
BUHKPHUCTHH, HochaMusl, Beresus, LUTo3ap, 1eKCcaMeTasoH; B
60k B — MmeTtoTpekcat, BUHKPUCTHH, LHKA0(ochaH, 10KCO-
pyOMILIMH, IeKcameTasoH; B 670Kk C — 1uTO3ap, BUHOJACTHH,
JIeKCaMeTa30H, BEMe3us.

B c¢Bf131 ¢ BBICOKOIT XMMHOUYBCTBUTEMbHOCTBIO JIB npeano-
Jlarajoch MpoBOMUThL 4 GJI0Ka: 2 MHAYKUIMOHHBIX U 2 KOHCOJH-
aupytolx. JlasbHedass XuMroTeparus rnpejcTasJisiach He-
1eJiecoo6pa3Hoii: OHA He MOBbIlIaIa YPPEKTUBHOCTH JICUEHHS,
HO YBEJIMUMBAJIa KOJIMUECTBO OCJ0KHEHHUH B TI€PHOJL LINTOTIEHHH.
Bouto peueno untencudunnponats [1XT neppo#i nuHum, oco-
6eHHO MHIYKLHOHHBIX KYPCOB, C BBEACHHEM MAaKCHMaJIbHO BO3-
MOXKHOTO YHCJ1a TIpenaparos, He 06/1a/alolnX ePeKPecTHON
PE3UCTEHTHOCTBIO. YUHTBIBAs IaHHbIe O HaHOOJbIIEH UyBCTBH-
TEJILHOCTH OMyXOJH K BBICOKHM J03aM METOTpeKcaTa W IUTO-

Bbnok B Bbrnok C
HokcopybuyuH 25 me/m2 1,2 OHU 1. [ekcameTa3oH 10 mr/m2 B/B 1-5 gHK
BUHKPUCTUH 2 Mr 1 geHb 2. Beneswng 150 mr/m2 3-5 gHun
Memompekcam 1500 m2/m2 1 0enb —— 3. LluTo3ap 2 r/m2 2 pasa B AeHb 2-3 AHN
[ekcameTas3oH 10 mr/m2 B/B 1-5 gHK 4. BwuH6nactuH 10 Mr 1 geHb
Linknodpocdan 200 mr/m2 1-5 gHn
Bnok C
1. [JekcametasoH 10 mr/m2 B/B 1-5 oHun
2. Benesng 150 mr/m2 3-5 gHun
3. Mertotpekcat 1500 mr/m2 1 geHb
4, BuHOnactvH 10 Mr 1 aeHb
5. UuTo3ap 2 r/m2 2 pasa B fieHb 2-3 fHKN

NHTepBan mexpy Kypcamm 21 fieHb, ntoMbanbHas NyHKLKA C MHTpaTeKanbHbIM BBeZleHUe unTo3apa 30 Mr, MeToTpekcaTta 15 mr,

[eKkcameTasoHa 4 mr B 0 feHb Kaxgoro 6710Ka
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3apa, pelieHo MCMoJb30BaTh 3TH MpenapaThl B Gase HHIYKIHH
C LEJIbIO TOJTYYUTh MAKCUMAaJIbHBIA LIHTOPEAYKTHBHBIA 3(P(EeKT.
Jlist nocTrzkeHust peMuccu npumensiiv 650k A u C ipotokosia
NHL-BFM-90. C uesnblo nHTeHCHHKALMK Tepanuk K 60Ky A
n006aBJIsl/IM 10KcopyOuLuH, K 610Ky C — metoTtpekcar. biok C
KJIACCHUECKH HCIOJIb3YeTCs [IPH OTCYTCTBHHM OTBETA HA JledeHHe,
Mbl BHEJIPHJIH €70 B TE€PATHIO MepBOil IMHUH, KOT/1A OMyX0oJIeBble
KJIETKH HauboJiee UyBCTBUTE/BHBI K XMMHOIIpenapaTam, He J10-
Kujasicb (QOPMHUPOBAHKST NEPBUUHON pe3ucTeHTHOCTH. Kypchl
KOHCOJIMJIALIMK  PEMHCCHU ObIJIM aHAJIOTHUHBl MHIYKLHOHHBIM
(cm. cxemy 2). Takum o6pazom, 6J10K B Obl1 HCKIIOYEH U3 TIPO-
Tokosia, a 6jokn A u C uHTeHCHHLMPOBAHbI Tpenaparami,
BXoadalWMMH B OJ10K B. Murtepsan mexay Osokamu ocrascst
npexkaum — 21 1enp.%%% C asrycra 2003 r. o geka6pb 2008 .
B IPOTOKOJI BK/IIOUEHO 37 MaleHTOB. XapaKTepHUCTHKA OOJBbHBIX
1 peayJibTaThl JieueHHst MpejcTaB/ieHbl B Tabi1. 4.

Y 34 (92 %) nauueHToB Gblia JOCTHIHYTA PEMUCCHS 110~
cie 1—2 6s10K0B; 33 HAXOHATCS B MEPBOH MOJHOH PEMUCCHU
CO CpeIHUM mepuojioM HabsoneHus 27 mec. (4—68 wmec.). ¥
| GosibHOrO JMArHOCTMPOBAH PAHHWH PELMJUB uYepe3 Mecsl
nocsie 3aBeplieHust Jeuenus. Tpoe GOJbHBIX TOTHOJIM  OT
OCJIO?KHEHHH XUMHMOTEpANWM B TEPUOJ HHIYKLUHH PEMHUCCHH:
| mauuenT ymep oT TpaBMaTHuecKoH Ccy6mypasbHON reMaToMbl
na done rpomGomtonennu 40 X 109/, 1 — ot mosHueHoCHOr0
rpubKOBOTO cercrca B MEPHON HHAYKUMH pPeMHCCHH, | — oT
CHHETHOMHOTO CeMcHca B TEPHOAE arpaHyJsoLuTo3a Tocje
BTOpOro GJsioKka Tepanuu. O611as NPOJAOLKUTENLHOCTD JIeUeHH s
coctaBuia 3—3,5 mec., b-jetnsass BPB — 97 %, 5-seTHss
OB — 89 % (puc. 5).

JleTanbHOCTb B mpolecce XUMHOTEpANuu coctaBuia 8 %
(3 6oJIbHBIX ), BO BCEX CJIyHasix B HHIYKIIMH peMuccHi. [emaTodo-
ruyeckasi TOKCHYHOCTb KypcoB cootBeTcTBoBadsa III—1V crene-
HU. Bee Kypcebl conpoBoK/1aanch pa3BUTHEM MUEJIOTOKCHUECKOTO

Ta6nuua 4. XapaktepucTuka 60MbHbIX U Pe3ynsTaThl Ie4eHUs no nporpaMme

Nb-M-04
MapameTtp Yucno 60nbHbIX
(n=37)

Mon My>xckoi 23

2KeHcknit 14
Bospact [nanasoH, rogpl 15-69

Meauana, rofpl 29
Cragus | 2

Il 3

I} 15

\% 6

B-01n 1
B-cumnTombl 30 (81 %)
[MoBbiweHve aktusHocTy JIAM 29 (78 %)

OMnH 14
OTBeT Ha Tepanuio CmepTb OT ocnoxuenni NXT 3
Pemuccus, panHunit peunans 1

Pemuccuns 33

arpaHyJIollUTO3a, CPEIHUH MEPHO KOTOPOro COCTaBU/ 6 aHEN
(1—23 mns1). Mindekuuonmbie ocaozkuenus conpoboxkaani 90 %
JledeGHbIX 6J10KOB: Jnxopanka — 65 % Kypcos, Mykosut 11—V
creneny — 48 %, HekpoTHueckas suTeponaths — 14 %,
cenichic — 11 %, nuesmonua — 11 %, napanpokrur — 6 %,
Juxopajka 6e3 ouara undekuun — 21 %. ITo KonmuecTBy HH-
(DEKIMOHHBIX ¥ FeMOpPParndecKhxX OCJI0XKHEHHH, BO3SHUKAIOIINX
B TepHoj LuToneHun rnocie 6J0okoB A u C, cyllecTBeHHbIX
pasnnunii He BbisiBjeHo. Haubosblas rematosoruueckasi Tok-
CHYHOCTb HabJltoflasiack B TEPHOJL TIPOBEJIEHHsT TePBOro Kypca
XMUMHOTeparun — GJIoKa A, 4TO CBSI3aHO C MCXOJHO TSZKEJIbIM
COCTOSIHMEM MALHEHTOB MPH MOCTYIJIEHHH. BOJIBIIMHCTBO TsxkKe -
JIBIX OCJIOXKHEHUIH (CercHc, MHEBMOHHSI C OCTPOH JIbIXaTe/bHOH
HEJIOCTaTOYHOCTbIO, BUPYCHBIH MEHHHTO3HIE(hATUT U T. 1.) BO

Jlnmdoma bepkuntTa
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Puc. 5. 5-neTHsAA 6e3peumnamBHas 1 obLas BbXKMBAEMOCTb 60MbHbIX ¢ TMMdoMol BepkutTa, nony4vasLumnx nevexHune no npotokony J15-M-04
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E. A. bapsax u pp.

Ta6nuua 5. PedynstaThl Tepanmm B3pocnbix 60MbHbIX ¢ MMmdoMon Bepkutta

MpoTtokon Yucno 60MbHbIX Bospacr, rogpl MonHas pemucemsi, % BEPB BCB OB NcTouHnk
Megmnana  [OuanasoH % rogbl % rogbl % rogbl
Stanford 18 25 15-75 78 71,3 1 HO 66,8 2 37
MD Anderson 81-01 1 84-30 44 32 17-72 80 60 5 HO 52 5 52
Vanderbiit 20 44,5 21-69 85 60 5 HO HO 53
ProMACE-MOPP 17 36 19-90 64,7 61 15 HO 35 15 54
ProMACE-Cytabom 8 HO HO 100 86 15 HO 88 15 54
ACVBP 52 34 HO 85 HO 47 5 53 5 55
LMB 81, 84, 86, 89 65 26 17-65 89 HO 7 3 74 3 56
LMB 81, 84, 86, 89 51 33 HAO 83 HO 61 2 66 2 57
NHL-BFM 83 24 33 15-38 63 50 8 HO 49 8 38
NHL-BFM 86 35 36 18-65 74 7 4 HO 51 4 38
POG 8617 8 35 19-64 100 HO 75 2,3 HO 58
CODOX-M/IVAC 26 25 18-59 92,3 HO 84 1 HO 59
CODOX-M/IVAC 14 47 HO 86 72 19 HO HO 60
CODOX-M/IVAG 52 35 15-60 75 HO 646 2 72,8 2 59
Hyper-CVAD 26 58 17-79 81 63 3 HO 49 3 4
R-Hyper-CVAD 20 52 27-77 89 86 1 HO HO 61
CALGB 54 44 18-71 80 50 4 HO 51 4 62

HI — HeT aanHbIxX; BCB — 6eccobbITUiiHas BbPKMBAEMOCTb.

BpeMsl MPOBEJICHHUSA MEPBOro Kypca XUMHOTEPANHU H B MEPHOL,
arpaHyJIoLlMTO3a pa3BHBaAJIOCh y nauueHtos ¢ IV cramueit u
B-OJIJI. JlomoJHUTENbHBIMH ~ OTATOLIAIOMIUMH  (hpaKTOpaMu
SIBJISIIMCH KaXeKCHs, TPEAIIECTBYIONIHE MONOCTHBIE OTepalyHt,
HaJuuMe crerudurieckoro nopaxenus nodek 1 OITH. ¥V 6omb-
HBIX C COYETAHHEM HECKOJbKHX HebJaronpusiTHbIX (DaKTOpOB
yallle pa3BUBAJIMCh yrpoxKalolllle »KU3HH HHbeKunH. B nepuon
MPOBEICHUS MOC/EAYOLHX OJ0KOB KOJIHYECTBO HH(EKLIHOHHDBIX
OCJIOXKHEHHUH ObIIO COMOCTABUMO C TaKOBbIM Y MalMeHTOB ¢ [—
I1I cranmeit.

[emopparuueckue oc/10}KHEHHs! B BUJIE HOCOBDIX, 1eCHEBBIX,
MAaTOYHBIX KPOBOTEUEHHIl, MeTeXuil U 5KXMMO30B HaOJI0faIHCh
y 50 % maumentos ¢ IV cramueii u B-OJIJ1 B nepuon arpamy-
JIOIIUTO3a Toc/Ie TepBoro 6J0Ka ¥ TpeGoBa Il MPOBEICHHUS 3a-
MEeCTHTEJILHOH Teparnun — TpaHChy3u# CBeKe3aMOPOKEHHOH
MJIa3Mbl, KOHIIEHTpaTa TPOMOOLMTOB, 3PUTPOLUTHOH Macchl
WJIH OTMBITBIX 3PUTPOLMTOB. B nasnbHeiiiem y GosblInHCTBA
0OJIbHBIX 11€PHOJ TPOMOOLIUTONEHUH He Obll JJIMTeJ/bHBIM 1 He
COTIPOBOKAJICS PA3BUTHEM FeMOPPAruiecKuX OCJI0KHEHHI, He-
00XOIMMOCTH B TpaHChy3usix Ju6o He Obl10, JTu60 TpeGoBaIUCh
1 —2-kpatHbie TpaHcdy3nu 4 —8 103 KOHIIEHTpaTa TPOMOOIIUTOB
B TeueHHe BCEro Mepuojia arpaHysolnTosa. ¥ 2 GOJbHbIX Ha
done nposenenus nepsoro kypca I1XT B nepuon pacnana ory-
XOJIH pasBWJICS Pa3BepPHYTHI CHHAPOM JHUCCEMHUHHPOBAHHOTO
BHYTPHCOCY/IMCTOrO CBEPThIBAHHs, TOTPEeOOBABIIMI MacCHUBHOM
reMOKOMIOHEHTHOH 3aMeCTHTEIbLHOH Teparnuu.

[Tpn nanmaun OITH na moment nHavana [1IXT xonmdecTtBo
OCJIOXKHEHHH PE3KO BO3pacTaso: yBeJINYMBANACh TOKCHYHOCTB
Teparnui 3a cyet 6oJee AUTEIbHON LU PKYJISALHH XUMHOTpernapa-
TOB, 3aMe//Is/Iach JUMHHALUS MeToTpekcaTa U3 kposH (y 10 us
14 60JbHBIX ), NPUBOJISALLLAS K TS2KEJOMY TTOPAKEHHIO CJAUBUCTbIX
060J104eK, 3HAYHUTEbHO YAIHHAJICS MepPHOj arpaHyJ/oLUTo3a
nocJie 1epBoro 6JI0Ka; BO3PACTAI0 KOJHYECTBO TSKEJbIX HH-
(bexumoHHbIX ocsoxkHeHn#. M3 14 6oabhbix ¢ OITH 1 nauuent
yMep OT MOJIHMEHOCHOTO rPHOKOBOTO Cercuea, 5 — HaXoHJIHCh
B PeaHMMALMOHHOM OTAeJICHUH. TsKesblil MyKO3UT pasBHJICS Yy
12 GonbHBIX, cencuc — y 6, HeKpoTHYECKast SHTEpONaTHs —
y 6, MHEBMOHHS C OCTPOH AbIXaTeNbHOH HEJOCTATOYHOCTBIO M
HeO0OXOMUMOCTBIO HCKYCCTBEHHOH BEHTHJISLUN JIETKHX — Y 3,
MEHUHTHT/MEHHHTOHLehaInT — y 3 MauueHToB. Liny6okas
TpomGoLUTONeHUsT Habumoanach y 9 G0JIbHBIX, Pa3BEePHYTHIH
remopparudeckuilt cunapom — y 3. [lpuBeneHHble paHHbIe
CBHJIETEJILCTBYIOT O TOM, YTO MPH MCXOJHOM CrelH(HIECKOM
nopaxkeHuu nouek, Haanyuu OITH B MomeHT Hayana xumuore-
panuu He cJiellyeT BBOJAUTb METOTpeKcaT Jaxe B pPelyLMpOBaH-
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HBIX J103aX B CBfI3U C BBICOKMM PHCKOM Pa3BUTHS YTPOKAIOIINX
YKU3HU ocyioxKHeHnH. B cyyae 6victporo paspeuienns OITH (B
nepBble THH Mpeadasbl) BO3MOXKHO HCTMOMb30BAHHE METOTPEK-
cata B pEIyLHMPOBAHHBIX J103aX, MEPECYUTAHHBIX HA CKOPOCTb
K/JyOOUKOBOH (DUJILTpALIUMM, C TIepeHeCEeHHEM CPOKOB BBEJIEHMUS
¢ 1-ro aust Kypca Ha 5—6-ii ieHb.

Jleuenue no nporokoay JIB-M-04 npoBoauiocs B TeueHue
3 Mec., 4TO 3HAUYUTEJILHO KOpPOUe MPOIOJIKUTENbHOCTH OJIOKOB
NHL-BFM u Hyper-CVAD 3534243 i conocTaBUMO M0 JAJTUTE b+
HoctH ¢ nporpammamu LMB u CODOX-M/IVAC 2647 J[Joctatou-
HO CJIOXKHO TIPOBOJIUTH CPABHHUTENBHYIO OLIEHKY S(P(PEeKTHBHOCTH
1 TOKCHUYHOCTH PA3JIMUHBIX TMPOTOKOJOB Tepanuu JIb B cBs3u
C OTCYTCTBHEM PaHIOMH3MPOBAHHBIX HCCJIEOBAHHI, aHa/IM3a
KaK peTPOCMEeKTHBHOTO, TaK W TPOCIEKTHBHOTO MaTepuana, ¢
paziureM B BBIOOpPKE MAlMEHTOB (YHCAO0 GOJBbHBIX, CPEAHUH
Bo3pacrt, uncso namuentoB ¢ [V cragweit u B-OJIJT u 1. 1.).
Tak, npeacrasaennsie D. Hoelzer (B-NHL 86) u D. Thomas
(Hyper-CVAD) peayJibraThl JieueHus NalMeHToB CTapiiero Bo3-
pacra (Meanana 34 u 58 gser coorserctBenno) ¢ B-OJ1JI (L3)
snaunTesbHo xyxke: OB coctapsier 49—51 %,**! uto casizano
C HaJIMYMeM Y JAHHOH TPYMIibl GOJILHBIX OCHOBHBIX (DAKTOPOB
MJIOXOr0 MpOrHo3a — crapiiero Boapacta'®! u BosJeuerust
KocTHOro moara!4445:47 (tagy1. 5). B Hatiem uccsienioBaHuu cpeji-
HUH Bo3pacT 60JbHBIX — 29 JieT, 4To, HeCOMHEHHO, 06Jerdao
NpoBeieHHe KOPOTKOH BBICOKOMHTEHCHBHON Tepamnnu. B To xe
BpeMs 32 (86 %) nauyenta HMeJIH reHepaJu30BaHHbIe CTajHHU
sa6onesanus, 11 (30 %) — B-OJIJ1, 29 (78 %) — nosbilen-
Hyio aktuBHocth JIJII, 14 — OITH.

Tokenunocts nporokosa JIB-M-04 conocraBuma ¢ TakoBo#
knaccuyeckux 670koB NHL-BFM-90 (BeTBU BBICOKOTO pHCKa
(AA-BB-C-AA-BB-C), n03a metotpekcata — 5 r/m?).*® B
cpasienuu ¢ niporpammamu Hyper-CVAD u CODOX-M/IVAC
nporokos JIB-M-04 o6nanaer MeHbliell reMaToJorHyecKon
TOKCHUHOCTBIO (KOpOYe TMepHojl arpaHyJioluTo3a U TpoMbo-
[UTOTICHHH ) M YAaCTOTOH HH(EKIMOHHBIX U I'eMOpparnyecKux
ocnioxkHeHn#. Tak, MPOAO/KUTENBHOCTL arpaHyJsoLHUTo3a MpH
Jedernn 1o npotokosy Hyper-CVAD cocraBuia 17 jgueir (ot
12 no 28),*" no nporpammam LMB u JIb-M-04 — 8 u 6 aneii
cootBercTBeHHO."0 PebpusibHasi JMXopajika, CTOMATHT, MHEB-
MOHHS$1, CETICHC OCJIOXKHSIIH COOTBETCTBEHHO 86, 52, 321 11 %
Kypcos npotokosa Hyper-CVAD, 90, 53, 16 u 14 % kypcos
nporpamMmel CODOX-M/IVAC u 65, 44, 8 u 8 % 610K0B npo-
tokosia JIB-M-04.*! MHdeKuuoHHbIE 0CI0XKHEHUST COMPOBO-
xaamu 83 % 6aokos LMB, mykoaut III—1V crenenn — 34 %,
TsKeJIble HH(eKIUH (cerncuce, nHesMonus ) — 32 %, Juxopaika
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6e3 ouara undekuun — 50 %.*” MHorue uceeloBaTe | TaKxKe

OTMeuaJ/ii, YTo HauOoJblIee YUCIO TOKCHUECKUX OCJO0KHEHHH

BO3HHKAJIO BO BpeMsl IEPBOTO Kypca XUMUOTEpAruu, 4To CBs3a-

HO C HCXOJHO TSXKEJIbIM COCTOsIHHEM GOJIbHBIX. VIHIyKIIHOHHAS

JIETAJIHOCTD TIPU JIEYEHUH 110 YKAa3aHHLIM BbIllIe MPOTOKOJIAM

BapbUpOBaJa B LIMPOKHX Npejesax — oT 5 10 40 %,*404! g

HateM ucesegosanid — 8 %.

M3 mpencTaB/eHHBIX pe3yJbTaTOB BHIHO, YTO OCHOBHbBIE
TepareBTHUeCKHe Mpo6seMbl HaGJMIOfAINCh HA TIEPBOM Kypce
XMMHOTEpAIUK: paHHee Hayaso W GO'Jibllast TPOIOJIKHTE b=
HOCTb MMEJIOTOKCHUECKOTO —arpaHyJoLHTO3a, MOBBILIEHHOE
YUCJIO0 MH(EKIMOHHBIX U FreMOpparnueckux OCJ0KHeHHi, 6oJsiee
gyactoe, 4eM Ha TMOCIENYIOUMX OJ0KaX, Pa3BUTHE TKeJbIX
6aKTepHaIbHbIX, TPHOKOBBIX U BUPYCHBIX HH(EKIHH. Y MHOTHX
60JIbHBIX BO3HHKAJ1a HEOOXOMMOCTD B MPOBEIEHHH TeMOIUAJIH -
3a, paclMpPeHHOH CONPOBOAUTENbHON Tepanuu (UCoIb30BaH1e
aHTubakTepuanbHol Tepanuu 2—3 munuil, npumenenue [-KCO,
MpOBeJeHHe MacCHBHOH HH(Y3HOHHO-TpaHC(Y3HOHHOH 3ame-
CTUTEJILHOMN Teparuu y 4acTH GOJbHBIX ).

[Tono6Hast cutyats 6bl1a 06ycaoBIeHa HCXOIHO TAKEBIM
cocTosiHieM GOJIbIINHCTBA MAlHEHTOB, CBA3aHHBIM C:
® OoJIblIOH omyxoJieBOH Maccoil, yacto no tuny bulky

disease;

@ TreHepasiM30BaHHBIMM  CTaausiIMH  3aboJjeBaHusl  (OKO-
g0 50 % 6oabHbIX uMmelor [V cTamuio 3a6oJeBaHUS U
L3 B-OJLJT);

® MHTOKCHKalUMeH;

HCTOLIEHHEM BIJIOTH 10 KAXEKCHH;

@ HapylleHueM GYHKLHMH NOYeK /UM YPOLMHAMHKH 32
cuer crielipruuecKoro nopaKeHus mouek Ui ciaBJeHust
OIyXO0JIEBBIM KOHIJIOMEPATOM MOUEBBIX Ty TeH C pa3BUTH-
em OITH;

@ HaJuuHeM B aHaMHe3e PacUIMPeHHbBIX MOJOCTHHIX orlepa-
LHH.

K coBpemennbIM nopxonam B jieueHuu JIb nomumo uHTEH-
cupukaiyu [TXT oTHOCHTCS coueTaHHOe MPUMEHEHHE PUTYKCH -
maba u xumuorepanuu (nporoxossl R-NHL-BFM u R-Hyper-
CVAD). UcnonbzoBanue nanubix cxem [1XT nossoJisieT goctuib
pemuccun y 86—90 % Gouabhbix, 3-setusia OB cocrapaser
86—90 %.5657

TpanecnnaHTaymnsa koctHoro mo3ra (TKM) n cTBOOBbIX KNETOK
kposu (TCKK)

JluTesibHOE BpeMsi paccMaTpUBaJjicsi BONPOC 0 HEOOXOH -
MOCTH BbICOKO/I03HOH KOHCOJIMJALMKY Y NALUMEHTOB B NEePBOH U
NOCJIE/YIOLHX pEMUCCHSIX. ¥ JieTell Oblia JoKa3aHa HeleJs1ecoo-
6pasnoctb ayro-TKM/ayro-TCKK. ITokasanus x ayro-TKM/
TCKK y B3pocsbix nosroe Bpemsi o6¢ykaanuch. [1o nanHbiM
EBporneiickoro MekayHapojiHOro perucTpa, rnpu TpaHcriaHTa-
IIMH KOCTHOTO MO3Ta B MEPBOH PEMUCCHU B TeueHHe 2 JIET 2KUBBI
72 % GOJbHBIX, UTO COMOCTABUMO C Pe3yJbTaTaMu, NoJyyae-
MBIMH TIPH TIPOBEJIEHUH UHTEHCUBHON XuMHoTepanuu.%%° [Tpu
TpaHCIJIAaHTALUMKH BO BTOPOH PEMHUCCHHM W T03)KEe pe3yJ/bTaThl
OblIn MeHee obHanexkuBatouine: 2-aetHsiss OB He npesblnana
32 %.7

[Ipn mnepBuYHOH pedpaKkTEpPHOCTH, CBHACTEJIbCTBYIOLIEH
0 KpailHe HeGJaronpusTHOM MPOrHO3€, BO3MOXKHO, METOIOM
BbIGOpa ABAseTcs antorennas TKM/TCKK. Onnako onucanbl
JUIIbL eIMHUYHBIE HabJmoneHust shdektuBHoCTH anno-TKM y
NepBUUHO-Pe3UCTeHTHBIX OoJibHbIX JIB. Jlns okoHuaresbHbIX
BBIBOJIOB HEOOXOMMMO MpPOBeNeHHe GOJILIIMX MHOTOIIEHTPOBDIX
UCCJ/Ie0BAHUM.

Jleyenne BUY-nHghnynpoBaHHbIx
B nocsiennue rofpl TOCTUTHYT 3HAYUTEJbHBIA Mporpecc B
gevennn BUY-nosutusHbix nauuentos ¢ JIB. [Tpu nposenenuu
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MHTEHCHBHBIX niporpamMm xumuortepanun (Hyper-CVAD, CO-
DOX-M/IVAC) na doHe aKTHBHO# MPOTHBOBMPYCHOI Teparum
MPOLEHT IOCTHKEHUSI TTIOJHBIX pEMUCCHHE U nTesnbHas BPB co-
M0CTaBUMbI C TAKOBBIMHU Y NalHeHTOB 6e3 nMMyHojeuuTa.”!

Xupyprnyeckoe neqyenmne

HMcropuuecku xupyprudeckoe Jsedenue JIB cuuranoch He-
06XOIMMbIM H 3(P(PEKTUBHBIM C 11€JIbI0 YMEHBILICHHUS OTTYXOJIEBOH
Maccel.” B jasibHeiiiiieM OblLI0 MOKAa3aHO, 4TO [POBeJeHHEe
pajMKaJ bHBIX XMPYPrUUECKUX Ornepaluil (peseKius Keqyaka,
racTPSKTOMHS, T'eMHKOJIKTOMHsI) mipu JID naxke mnpu yno-
BJIETBOPUTEJILHOM ~COCTOSIHMM TNallueHTa Helesecoobpa3Ho.
YUuuTbIBas BBICOKYIO XHMHOUYBCTBHUTEJILHOCTL OMyXOJH U ee
MOJIHBIH perpecc Ha (OHE HHTEHCHBHOH XUMMOTEpArHM, BbI-
noJIHeHHe TpaBMATHUHBLIX onepauuil He omnpasaaHo. Kpowme
TOTO, JIINTEJIbHLIH BOCCTAHOBUTEJbHBIH [OC/AeOoNepalMOHHbIN
Nepuoj U ObICTPbIF MOBTOPHBII POCT OMYXOJIH TMPUBOAAT K M0-
Tepe BPEMEHH U YXYIILEHHIO COCTOSIHUS MaluleHTa Ha MOMEHT
Havasa [1XT. Heo6xonumo orpaHuuuBaThest MaJOHHBA3HBHBIMU
M MaJoTpaBMaTHUHBIMH BMeLIATeJNbCTBAMU Ul TOJYUYEHHUs!
OUONCHHHOr0 MaTepHaJia ¢ AMarHoCTHUECKON LeJIbIO.

NPOrHO3

[TportocTHueckn HeGNAronpusiTHBIMU (haKTOPaMH  SIBJISTIOTCSI:
BO3pACT cTapiie 15 JieT, 2KeHCKHI M0J1, TOBbIIEHHE AKTHBHOCTH
JULT, 1V crapusa 3a6onesanust u L3 B-OJIJ1, nopaxkenne [ITHC,
TSDKEJIOE COCTOSIHHE Ha MOMEHT Hauaja Tepanuu, OGoJbliast
onyxoJsieBasi macca (bulky disease), BbicoKasi cTerneHb pHCKa
COIJIACHO MexKJlyHapoJHOMy fporHoctudeckomy unaexcy (IPI),
TpomGouuTonenus menee 100x 10%/n1, anemus — Hb < 1001/,
JIOTIOJIHUTE/IbHBIE HEGJIAroNpHUsITHbIE XPOMOCOMHbIE aHOMAJIHH:
BoBsiedenue 6q, 7q, 13q.22 K neGaaronpusitHbIM MPOrHOCTH-
yeckuM pakropam y BUY-un¢pumpoanusix nauneHtos ¢ J1b
OTHOCSITCST: BO3pacT crapiie 35 Jet, yposenb CD4 < 100 ka/
MJI, TeHepasln30BaHHble CTaJuM 3a0oJeBaHUs, BHYTPHUBEHHOE
ynotpeOJseHHe HApPKOTHKOB.
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