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XPOHUYECKUHU JIUMOOJIEMKO3

[Todeomosunra karnd. ned. nayk E.A. Cmadnuk

Xponuueckuit numdogeikos (XJIJI) —
MOTEHLMAJbLHO HEH3JIeYUMOEe OHKOre-
MaToJIOTHYeCKoe 3aboJieBaHWe, Hau-
6oJiee yacto Berpeuatoieecsi B CIIA,
Esporne u Poccuu. 3a nocaennue 10 et
MPOU3OLIJIH PEBOJIIOIMOHHbBIE H3MeHe-
HUs, Kacatolliecs MOJIXOJ0B K Teparuu
XJ1J1, nosiBusiuch npenapartbl U KOMOU-
HallMH, T[103BOJISIIONLIME JIOCTHYb MaK-
CUMaJIbHOW 3JIMMUHALLMHU OMYXOJEeBOTr0
KJIOHA, TeM CaMbIM CYIIeCTBEHHO yBe-
JINUKBAst KaK MPOAOJKUTENbHOCTD KJTH-
HUKO-TeMaTOJIOTHUECKUX PEMUCCHH, TaK
U BbIXKHBAEMOCTD MALHEHTOB.

HecmoTpst Ha TO uTO BHepBble 3a-
0oJieBaHue OblJ0 onucaHo 6ogee 150 Jjer
Ha3ajl, OHO JI0 CHUX IOpP BbI3bIBAET MHOTO
BornpocoB. OcraeTcsi HEM3BECTHOH €ro
THOJIOTHS, HESICHO, U3 KAKUX KJETOK OHO
MIPOUCXOJIUT, TO3TOMY B HACTOSIIIIEE BPEMS
yaeJisietcsi 60JblIoe BHUMaHUe H3YYeHHIO
OGUOJIOTHH  OTIYXOJIEBBIX  JINM(OIIUTOB.
XJIJI — unpeanbHass Moueb J1Js1 UCCJie-
JIOBAHUSI 3PEJIOKJIETOUHBIX B-KJIeTOUHbIX
JuMdornpondepaTUBHBIX 3a60JeBaHN,
YTO CBSI3aHO C BBLICOKOH YacTOTOH €ro
BCTPEUAEMOCTH B TOMYJSIUUH, JErkoh
JIOCTYITHOCTbIO TOJIyUEeHHsT OIMYXOJIEBbIX
KJIETOK W3 TMepudepuueckoil  KpOBH,
JIOCTATOYHO JJIMTEJIbHBIM TEYEHHEM 3a-
6osieBaHUs, B T. U. HaJMUHEM Mepuoa
JI0 HauaJjia Teparnuu, KOTOPbIH MPOTeKaeT
NpaKTHIeCKH 6€CCUMIITOMHO U Y HEKOTO-
poil yacTH MalMEeHTOB COCTaBJsAeT HoJee
10 Jier.

HaubGosee BaxkHble HanpaBJieHUs,
Kacaioupecst OHOJIOTHYECKHX 0COOEeH-
nocreit XJIJI, kotopble nayuasuch H
JokJaaabiBaauch Ha ASH B nocsennue
5 Jer, 9TO BPOXKJEHHbIE U MTPUOGpe-
TeHHble TeHeTHYeCKHe MyTallud, PoJib
B TaTOTeHe3e HapyLIeHUH MpoBeleHUs
curuaJga ¢ B-ksetouHoro peuernropa u
0COOCHHOCTH B3aHMOJEHCTBHST MEXKJy
3JI0KaUeCTBEHHBIMU JUM(POLUUTAMH U

MHUKPOOKPYKEHUEM.
[Tockosibky 3aboJeBaHue J0 Ha-
CTOSIIIEr0 BpPEeMEHW CcyuTaeTcs Bce

K€  MOTEHLHAJbHO  HEU3JIEUMMBIM,
X0TeJsIoch Obl OCTAHOBUTLCS HAa 0630pe
OCHOBHBIX KJIMHHUYE€CKUX HCCJIel0BAHU,
B KOTOPbIX OINHCbIBAeTCs JeHCTBHE
HOBBIX I1penapaToB, Ha OCHOBE KOTOPbIX
B JlaJibHeleM OyayT pazpabaTbiBaThCs
XUMHOTepaneBTHYeCKHe KOMOMHALUH.
ITo pasjMuHbIe KJAcChl MPernaparos,
OJIOKMPYIOLLIHE MPOBeJeHHe CUrHaJga c
B-ksietounoro peuentopa, — OeHja-
MYCTHH, JieHaJuA0MuA. Takxke NpHBO-
JSITCSl aHHble HECKOJIbKMX HauOoJiee
MHTEPECHBIX UCCJe0BAHUI 10 NO1ep-
»kuBatoniei Tepanuu XJ1J1.

Hosbie npenapatel H NOAX0AbI K TEPANun
Hreubumopol cuenarvHolx nymetl

1. OnHO H3 MHTEpeCHBLIX HccJe-
JIOBaHUH  OblJIO  MPOBEJICHO  TPYIION
amepukanckux aBtopoB (R. Richard et
al.) no uayuenuto CAL101 — ceJsieKTHB-
HOro HMHrHGMTOpA OJHOH M3 H30(hopM
ochatuauarHo3uTON-3-KnHa3el PI3Ky
Y NalMeHToB C peluAHBHbBIM/pedpak-
TepHbIM XJLJI.

[TepBbiil KJace dochaTHANIUHO-
3UTOJI 3-KHHA3 PEryJiupyeT KJeTOYHble
(DYHKIIHH, CBSI3aHHBIE C OHKOT€HE30M.
MsBectHo, uto ux wuzocopma PI3Ky
IKCIIPECCHPYETCsl B IeMOMNOITHYECKUX
KJIETKaX W UrpaeT KJ/IOUeByl0 POJib B
nposudepalit U BbIXKMBAHHHU OIyXO-
JaeBbix B-nmumdonutos. [pu XJLJI cur-
HaJMbHBIH TyTb (QochaTHIMIHHOZUTOI
3-KMHa3bl MOCTOSIHHO aKTHBHPOBAaH H
BKJI0YaeT B cebst usoepment PI3Ky.
CALI101 unru6upyer PI3Ky u BbibiBaet
anonTo3s kJaetok XJIJI in vitro.

dto wuccaenosanue 1 dasw, B
KOTOPOM M3yuaJlach [epeHOCUMOCTb,
(hapmMakoKkHHeTHKa, hapMakoJuHAMHUKa
1 kJuHHueckasi aktuBHocTh CALILOL.
[Ipenapat npuHumascs BHyTpb | uju
2 pasa B CyTKH B TeueHHe 28-1HEBHOTO
uuksaa. Bcero 6bl10 3amsanupoBaHo
12 uMKJIOB ¢ MOTEHLHMANBHOH BO3MOXK-
HOCTBIO TIPOJIEHUs Tepanuu B cJjydae
xopotero s¢dexkta U MepeHoCHMOCTH.
Ksnnnueckuii oTBET OlEHUBAJCS 10
CTaHAAPTHBIM KPUTEPHUSIM.

B uccnenosanue Bouio 37 nauneH-
TOB, U3 KOTOpbIX 31 MykunHa. CpeHuii
BO3paCT cocTaBua 65 JjeT (nuanasoH
37—82 rona). M3 nux 24 (65 %) Gblau
petpakTepHbIMU K MPOBOAMMOH Tepes
5THM Tepanuu, y 6 (16 %) passuics
peuuauB 3aboJsieBaHusl. ¥ TOMABJISIIO-
uiero 60JbUIMHCTBA NalneHToB (29, niu
81 %) oTMeuasmCh BbIpazkeHHas JuMda-
nenonatus (bulky disease) u ne6.saro-
MpUsITHBIE XPOMOCOMHbIE abeppaluu: y
22 — del(17p) nau del(11q). bosbhbie B
MPOLIJIOM MOJYUHJIH B CPEJHEM D KYPCOB
(mnanagon 2—14 KypcoB) XUMHOTEpanuy,
BCe TalUeHThl MoJydajn pUTyKcumad,
MypUHOBbIE AHAJIOTH, aJKHJIHPYIOLLHe
areHTbl; 12 GOJIbHBIX JIEUHJUCH aJleMTY-
syma6om. [loza npunumaemoro CAL101
obl1a 50 Mry | mauuenta, 100 mr — y 4,
150 mr —y 11,200 Mmr — y 10, 300 Mr —
y 71350 Mmr — y 4 nauuentoB. Menuana
KOJIMUECTBA TMPOBEJIEHHBIX KYpPCOB CO-
craBusa 9 (mmamason 1—13), mocse
gero 21 (57 %) GOJILHOH TPOAOJIKUI
geuenue (11 — B pamkax uccyenoBanus
1 10 — nocJsie okoHuyauus 12-ro uukJa).

M3 noGounnix sddexros y 9 (24 %)
MalMeHToB pa3BUJ/ach MHEBMOHHS, y 9
(24 %) — remartoJslornyeckasi TOKCHU-
HOCTb B BuJe HellTponienuu Il crenenu,
y 4 (11 %) — Tpom6ountonenus 111 cre-
nenn, y 3 (8 %) — anemus Il crenenu.
Bce 311 ocsioxkHeHUsT He ObIIH CBS3aHBbI C
nccJseyeMblM rpenaparom. [lpu nccie-
JIOBaHUH METOJIOM MPOTOUHOH LIHTO(IIIO-
opumeTpun Kcnpeccun docdo-Akt Ha
kJaeTkax XJIJI oTMeuasoch cyuiecTBeH-
HOe ee CHMXKEHHe Trocje 1-fi Heaesu
tepanun CALIO1, uyto xapakrepusyer
(hapMaKkoiHHAMUKY HHIHOUPOBAHMS aK-
THBALIMM CHTHAJILHOTO MYTH, B KOTOPOM
npuHuMaet yyactue PI3Ky.

[1na3meHHasi KOHLIEHTpALUST XeMO-
knnos CCL3, CCL4 u CXCLI3 cyuie-
CTBEHHO CHU3MJIACh MOCJIE TIEPBOTO Kypca
Jedenust. Yro Kkacaercst KJIMHMYECKOH
3(h(heKTUBHOCTH, TO, MPEXKJe BCero, 06-
pamiaet Ha ce6sl BHUMaHHE TOT (haKT, 4TO
y 100 % nauueHToB 0TMEUaI0Ch YMeHb-
wenue JuMgoysos, npuuem y 91 % —
Gosiee uem Ha H0 %. Y 60 % nauueHToB
CHU3UJI0CH a0COJIOTHOE YHCII0 TMM(OLH-
T0B Gosiee ueM Ha 50 %, UTO POMCXOUIIO
nocae 2-ro Kypca Tepanuu W MpojoJi-
»KaJ10Ch Ha MPOTS2KEHHUH BCETO BpeMeHH
Jgedenust. [lo cymmapHOMy KoJHUeCTBY
cJydaeB perpecca JuMdaneHonaTHu H
yMeHbLICHHsT JMM(OLHUTO3a YaCTHUHBIN
oTBeT noayuen y 33 % mnalMeHToB.
MejiMana TpojloJKUTEJILHOCTH  OTBeTa
He JIOCTHUTHYTA, 7 MalHeHTOB HAXOASTCS
B YAaCTHYHOH pemuccuu 6ogee 6 mec. M3
20 GOJILHBIX ¢ TPOMOOLUTONEHHEH, CBS-
3aHHOH ¢ OCHOBHBIM 3a6osieBanneM (IV
crajus 1o Rai), y 15 (75 %) ormeuanoch
NOBbILLIEHHE YUCJ/Ia TPOMOOUHUTOB GoJee
100 x 10%/n nmu na 50 % OT HCXOAHOTO
YPOBHSI.

Taknm oGpasom, uccjenoBaHue ¢
npumenenuem CALI10L, nepopasibHOTO
uaruoutopa PI3K, mnponemonctpu-
poBaJ/io JIONYCTHMYIO TOKCHYHOCTb H
XOpOlIYI0 NepeHOCUMOCTb Npenapara, B
TO BpeMsl KaK ero KJHHHuecKas akTHB-
HOCTh HECOMHEHHA, TPHYEM Y KATEeroOpHH
«3aJledeHHbIX» MallHeHTOB, Y KOTOPbIX
OblJIM BbIpaKeHHas uMdageHonaThs u
HeOJIaronpUsITHble [UTOreHeTHYeCKHe
abeppalli. Bolcokuit ypoBeHb perpec-
CHH JIMM(OY3JI0B U IPOJIOHIMPOBAHHBI
KOHTPOJIb HaJ KJIMHUYECKOH CHMITO-
MaTHKOH YKasblBalOT Ha MEPCHeKTHBBI
NpUMEHEHHUs] TpernapaTta Kak B MOHO-
Tepanuu, Tak U B Pa3/JHUHBIX KOMOH-
HallMsIX, O YeM Mbl y3HaeM H3 OyaylLIHX
UCCJICIOBAHUH.

2. Jlpyroii MHHOBALMOHHBIH Tpe-
napat — WHTMOUTOP OPYTOHOBCKOM

KIMHUYECKAA OHKOTEMATOJIOTHS



tupo3unkuHasbl  (Btk) PCI-32765.
Ha ASH Gbin onyGJ/uKoBaHbl 06HOB-
JeHHble AaHHble [ (asbl KJIMHHUECKUX
uceaenoBatni, npopoaumbix B CLIA B
M.D. Anderson Cancer Center (Jan A.
Burger et al.).

Kak usBectno, Btk — 310 MoJsieKy-
Jla, yyacTByllasi B repejade CHrHaJa
¢ B-kserounoro peuentopa, oHa He
sKcrpeccupyeTess Ha  T-sumdonurax
u NK-ksnerkax. Takum oGpasom, Btk
npejicTaBjsieT co60l HAeaJbHYI0 MH-
HIeHb JJ1s Tepanuu npu B-KjeTouHbIx
aumdornponndepaTHBHbIX  3aboJieBa-
HUsIX, TeM GoJsiee uto npu XJIJI nmyTu
MPOBeJIeHUsl CUrHaJja ¢ B-k/jeTouHoro
pelenTopa HaXoAsATCS B MOCTOSHHO aK-
tuBHOM coctosinuu. PCI-32765 — 3T0
nepopaJibHBIi penapar, nocJje npuemMa
KOTOPOT'O TMPOUCXOAUT CEJIEKTHBHOE H
HeoGpatuMoe  uHruGupoBanue  Btk.
[TpexynHnueckas 9(h(PeKTHUBHOCTD
npernapara yxe OblJla  [OKa3aHa,
MOSTOMY B JIAHHOM  HCCJIEIOBAHUH
Ib hasbl uayuasach papMakoKHHETHKA,
(hapmMakonHaMuKa, G6€30MacHOCTb U
3(ppeKTUBHOCTL TMpenapaTta y Malu-
eHTOB ¢ pedpaKTepHbIM/PelUANBHBIM
XJIJI, xoTopbie nosyunsnn GoJiee OAHON
JIMHUM TIpeJiliecTBylollell Tepanun. B
McceIoBaHHe TakKe Obljla BKJIOUEHA
HeGoJiblliasi TPyIINa He JIeYUeHHbIX paHee
MOXKUJIBIX NALLMEHTOB (cTapliue 65 JeT).
Takum o6Gpazom, B UCCJE0BAHUH MPHU-
Hs1J10 yuactre 30 60JbHBIX, U3 KOTOPbIX
4 He moJiyJaJsiu paHee Teparuu. ¥ 1oJy-
YaBLIUX JeUeHHe MeJHaHa KoJudyecTBa
KypCOB MOJIUXUMHOTEPANHU COCTABUJIA
3 (mmanason 1—4 kypca). Jleuenue
XOpOIIO MEPEHOCHOCh, OCJOKHEHHS
otmeuanuch y 30 % nauuentos. Jlpa
HauboJjiee Cepbe3HbIX HebJaronpusiT-
HBIX COOBITHSI, CBSI3AHHBIX C HCCJEye-
MbIM Tpernapatom, Oblid 00YCJOBJIEHbI
pasBUTHEM BHUDPYCHOU HH(EKUHH, U 2
naiyeHTa MpeKpaTHIH JieueHHe H3-3a
MPUUHH, He CBsI3aHHbIX ¢ Tepanueil PCI-
32765 (o6TypalHoHHAasi KUIIeUHAS He-
MPOXOAUMOCTb U 060CTPEHHE XpOHUYe-
CKOH 0GCTPYKTHBHON 60JI€3HU JIETKHX).
CooO01eHni 0 JeTaJdbHBIX HCXOJaX He
6bio. [1pu naboparoprom uccnenona-
HUM n3MeHeHust yncsia T-numMdoLnToB 1
NK-k/aeTox He oTMeuasocs. [1pu onenke
oteeta (rmo kpurepuam IWCLL) y nep-
BbIX 14 nauueHToB 0OLIMI OTBET COCTa-
Bua 64 %, ua Hux | — [P, 8 — YP u
4 cyuasi crabusinsanuu 3a60J€BaHHUS.

Takum o6pasom, PCI-32765 — st0
HOBDIH, BIIepBbIC TPUMEHAEMbIH Y JIOJeH
nepopasibHbIH Tpenapat, CeJEKTHBHO
uHrubupytomni  Mosekyay Btk. Kak
MoKasaju pe3yJabTaThl JaHHOTO HC-
cJe0BaHus, MPUMEHEHHE MpenapaTa B
MOHOTEpAIUK MO3BOJSIET JOCTUTATh HE
tosibko YUP, Ho u TIP y 6oabubix XJIJI,
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npuYeM rpenapar goctatouHo 6esomna-
ceH. bynyT npososkaTbest labHelIne
MCC/eIOBaHUHSA Kak 10 MOHOTEparnuu
PCI-32765, Tak ¥ 10 HCIOJb30BaHHIO
€ro B pasJMUHBIX XHMHOTepamneBTHYE-
CKMX KOMOMHALHUSX.

3. penapar daaBonupunon (Adnb-
BOUMAMO) HHTepeceH TeM, 4YTO OH
WUHTHOUPYET LIHPOKUH CHNEKTP LHKJHMH-
zaBucuMblx KuHas (CDK). B pesysnbrate
ero JIEHCTBHSI MPOUCXOJUT  arornTo3
KJIETOK, HE3aBUCHMbIH OT (QYHKIHH
6esika pd3. [lannble, nojyueHHble paHee
B OJIHOLEHTPOBBIX HCCJIE0BAHUSX, MTPO-
JIEMOHCTPUPOBAJH, YTO (DJIABOMUPHION
JOCTATOUHO 3(PPEKTHBEH y TAIIMEHTOB ¢
PE3UCTEHTHOCTBIO K (h1yrapabuuy, B T. U.
MUMEIOILUX MacCUBHYIO JiMdaeHomna-
tuio (bulky) u del(17p). ITpu sTOM HeoG-
XOJMMO OTMETHTb, YTO PE3UCTEHTHOCTD
K QuynapabuHy CuMTaeTCsi Cepbe3HOU
npo6JsieMo# npu JeueHuun 60sbHbIX XJLJT,
T. K. OHH UMEIOT UCKJIIOUMTE/IBHO MJI0X0H
MPOTHO3 M BbI)KHBAEMOCTb MX KoJle-
6mercs Mmexay 12 u 18 mMec. dta rpynna
MalUMeHToB HYXKJAaeTcs B pazpaboTke
HOBBIX MOJIXO/I0B K TeparnuH.

Ha konrpecce ASH Obiin npen-
CTaBJICHBl TPOMEXKYTOUHbIE JAHHbIE
I hasbl mMexayHapOAHOrO MHOTOLECH-
TpoBoro ucciaenosanus EFC 6663 no
M3yUYeHHI0 3P HeKTUBHOCTH U Oe3onac-
HOCTH (hJIaBONMPHJI0JIA Y NALLUEHTOB C
¢daynapabun-pesucrentoiMm  XJIJI, a
TaKKe NpoJUMAOLUTAPHBIM JIEHKO30M,
TpaHchopmupoBaBinmes 13 XJIJI.

JlaHHble 10J107KEHBI 1TOCJIE TOT0, Kak
40 % W3 3amJaHupOBaHHBIX 165 nauu-
€HTOB 3aBeplIMJM MHHHMYyM 2 LHKJIA
Tepanuu.

[Ipenapat npumenscs B 60MOCHOI
no3e 30 mr/m? B Tevenne 30 MHUH, 3aTEM
Takas »Ke /103a BBOJMJIACH B BHJE MPO-
JIOHTHPOBAHHON HH(Y3HH B TeueHue 4 u.
Ecuiu na goHe BBeleHMs TePBOH 103bl He
pasBUBaAJICS CHHJIPOM JIM3HCa OMYXOJIH,
TO 1032 B MOCJIE/LYIOLIHX LIHKJIaX BBEJlE-
HUsS noBbIagack 10 50 mMr/m2. [Ipena-
pat BBOJAMJIN | pa3 B HeJleJ/1I0 B TeueHHe
4 Hejl. ¢ 2-Hele IbHBIM MEPEPHIBOM MEXK-
1y UMKJaaMu. Beero 10/12KHO Obly10 ObITh
npoBeaeHo 6 IUKJIOB Tepanuu (24 103bl
npenapara). B HacTosini MoMeHT 1of-
nucano HH(GOPMHUPOBAHHOE coryacHe
113 nauuenrtos, Hauaju Jedenue 108,
HO JIJIsl aHaJIu3a JOCTYIHbI JaHHblE 10
peayJsibTaTam Tepanuu ToJbKo 65 60Jib-
ubix. [Ipumeuarennio, uto 94 % nauu-
€HTOB, BKJIIOUEHHBIX B HCCJIEJIOBAHHUE,
6bl1u  (harynapabuH-pedpaKTepHBIMH.
HeoxkupanubiM — okKaszajoch TO, 4TO
40 maumeHTaM TPHLIJIOCH NpPepBaTh
JiedeHue J10 3aBepLICHHsI BTOPOTO IUKJIa
Tepamnuu Kak H3-3a MOoGOUHBIX 3(dek-
T0B (43 %), TaK M H3-3a MPOTrPECCHPO-
panusi 3ab6osesanus (28 %). Yacrora

obutero oreeta mno Kpurepusm NCI
1996 cocrasusia 31 % (21 naumuenr),
BCE JIOCTHUTHYTHIE pPEeMUCCHH OBbIIH Ya-
cTHYHBIMH. Mennana GeccoObITHIHON
BLIXKMBAEMOCTH cocTabuya 12,2 wmec.
Cpenu naurentos ¢ del(17p) (n = 16) na
nedenue oTBeT0 25 % (4 60LHBIX), ¢
del(11q) (n = 20) — 30 %, ¢ maccuBHO}
numbaneHonatueil (n = 44) — 39 %.
[Ipu aHasn3e BCeX OCJIOKHEHHI Hau-
60Jiee YaCcTO BCTpevyauChb HH(PEKIHH
III crenenu (32 %), cuHApOM JH3HcCa
onyxomu (19%), nuapes (17 %) u
bebpunbnas neitponenns (15 %). ¥
8 MalMeHTOB CHHIPOM JIM3UCA OMYXOJIH
notpe6oBaJf remoauanusa. Cpean Beex
MOAMMCABIINX HHPOPMHUPOBAHHOE CO-
rJacue TallMeHToOB 3adukcupoBano 46
JIeTaJbHbIX HCXO0B, 8 U3 HUX HACTYTH-
JIM B TEUEHUE Mecsilia [0CJIe TT0CJIeIHEr0
BBefleHUst npenapara. Ho Ttosbko 3
JIeTaJIbHBIX HCXOIa ObIIW CBSI3aHbl C
MCcJielyeMbIM  TIpernapatoM (CHHAPOM
JIU3UCA OTTYXOJIHN).

ABTopbl enaloT BBIBOM, UTO He-
cMOTpsi Ha He6oJbllIoe KOJUYECTBO
ManueHToB ¢ (JayrapadUH-pe3UCTEHT-
HbiM XJIJI, oTBeTHBIIMX Ha JedyeHHe
(h1aBOMUPUAOJIOM,  TMOJYUYEHHBIH Y
HUX 3(PQeKT [0CTaTOUHO CTOHKHH,
Jlaxke B CcJyyae HaJu4usl MacCHUBHOH
JuMQageHonaTuu 1 HeGJaronpUsiTHbIX
uTOoreHeTnyeckux abeppauuii. Llesbio
JAJbHEHIIUX HMCCJe0BAHUN JOJIXKEH
CTaTh TOHCK ONTHMAJBHOIO pexuma
J03UPOBAHUs Tpernapara Bo n3bexa-
HHe TaKOTO TI'PO3HOTO OCJOXKHEHHUS,
KaK CHHJIPOM JIM3UCA OTIYXOJIH, a TaKXKe
noa60op pallMoHaJbHBIX XHMHOTepa-
NneBTHYECKHX  Komb6bunauuii. Kpowme
TOTO0, H3yueHHe HOBBIX OMOJOTHYEeCKHX
MapKepoB MPOrHo03a MOXKeT NOMOub 60-
Jlee THIATeJbHO OTOMPATh MAlUEHTOB,
y KOTOpbIX jJeficTBUe mnpenapara Oyaer
ONTHUMAJIbHBIM.

4. BenpamyctuH. Mbl 3HaeM, 4TO
6ecrpele/IeHTHO BBICOKHE TI0Ka3aTeJu
s¢pdektuBHocTH Tipu  JeueHnn  XJLJI
ObIIH JIOCTUTHYTHI MPH HCMOJIb30BAHUH
KOMOMHALMK  aJKUJIUPYIOLIEro Tperna-
pata, MypHHOBOTO aHajora W MOHOKJIO-
HasbHoro antutesa (FCR). [Mocnennee
BpeMsl IIMPOKO H3ydaeTcss OGeHaamy-
CTUH — aJIKMJIMPYIOLIMH npenapar co
CBOWCTBAMH aHaJiora MypuHOB, HCIOJIb-
3yeMblil JIJIsi JIeUEHUs] OHKOJIOTHYECKUX
3aboJieBaHuil B EBpore Ha npoTsKeHUU
yake 30 sieT. B onkoremartoJsioruu nepBblii
XOpolIHil oTBeT 6blJ 3aUKCHPOBAH MPHU
JIeYeHUH UM MHOXKECTBEHHOH MHEJIOMBbI
B KoHle 1960-x romo. Kamunuueckoe
npumenenue Genjamyctuna ¢ 1971 no
1992 r. 6bl10 orpaHUYeHO TpeaesaMu
[epmannu. B CIIA stor npenapat Gblii
ofo6peH  YrpaBJeHHeM TO KOHTPOJIO
3a KauecTBOM THIIEBBIX MPOAYKTOB H
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aekaperBeHHbix cpencts CIIIA (FDA)
20 mapra 2008 r. nnis neuenus XJ1J1 Ha
OCHOBaHHH JAHHbBIX PAHJIOMH3HPOBAHHO-
IO MHOTOLEHTPOBOTO HCCJIEIOBAHUS TIO
npUMeHeHHI0 OeHIaMyCTHHA B MEPBOH
aunun Tepanuu XJIJI y moKuJbix namu-
€HTOB, B KOTOPOM JI0Ka3aHbl €ro CTaTH-
CTUYECKH 3HAUMMbIE TPEUMYILIECTBA MPH
OLIEHKe MoKa3aTeJiell 6ecrnporpeccuBHOM
BbIKMBAEMOCTH M 4aCTOTbl OTBETa I10
cpaBHeHHo ¢ xJopamoyuaom (W. Knauf
et al., ASH, 2007, 2008, 2009). 31
okta6ps 2008 1. GeHpaMyCTHH Of10-
6pen FDA st jiedeHust MHIOJEHTHBIX
B-k/eToUHbIX JUM(OM, pPE3UCTEHTHBIX
K Tepanuu putykcumaoom. B nocsennee
BpeMsl POBOJISITCS MEXKLyHAPOIHbIE HC-
CJIEIOBAHUS 110 TPUMEHEHHIO ero KOMOU-
HalMi ¢ APYTUMH TPOTUBOOMYX0JEBBIMU
npenapaTaMd M MOHOKJIOHAJIbHbIMH
antutesamu B Tepanuu XJIJ1. HenaBno
noageneHbl utoru 11 pasel neenenoBanus
CLL2M, B kotopom |17 nauueHTOB C
patee He JeueHHbIM XJIJI nosyyasnu te-
panuio 6eHJaMyCTUHOM + pPUTYKCcHMab
(BR). O6uuii oteet coctabua 91 %, us
Hux — 33 % [1P. Yactora HeliTponeHuii
6bl1a Beero 23 %, KJAMHHUECKH 3HAYH-
Mble WH(EKIIMH 3apeTHCTPUPOBAHBI Yy
22 % nauHeHToB.

Pesyabratel npoBoaumoro B ['epma-
Huu uccaenosanus CLL10, B koTopom
CpaBHUBAIOT 3P (HEKTUBHOCTb U TOKCHY-
Hoctb KoMO6uHauuu BR u FCR, ele ne
0nyG6JIMKOBAHbI.

M3 npencrasaennbix Ha ASH 2010
JAHHBIX KPYMHBIX HMCCJAEIOBAHUE 110
NMPUMEHEHHIO 3TOro TMpernapata MpH
XJIJI 6biin 0GHOBJIEHBI JIHIIL PE3yJib-
tatbl, nosydennsle W. Knauf u coasr.
[TocKoIbKY 9TH MallMeHThl HabMI0AaI0T-
Csl B paMKaX MCCJIeIoBaHus yxKe OoJiee
5 Jiet, ocoboe BHUMaHHe YJEJsIIOChH
otilenke OB, BpemeHu 10 peuuanBa UJIu
nporpeccud ¥ 3¢p(HeKTUBHOCTH BTOPOW
JIMHUH TepaTHH.

Hs HeOO0JIbLINX COOOLIEeHUHN
MPUBJIEKJIH BHUMaHHWE JaHHBbIE, TMpe.-
craBseHnble A. Egle u coaBT. o 7 manu-
€HTaxX, BKJIOYEHHBIX B HCCJeJ0BaHue
BendaLem CLL6 AGMT.

DTo ucesea0Banne MPOBOIUIOCH MO
anaJjgoruu ¢ uccaegoBanuem Flusalem
(ucnosb3oBanue  KoMOUHAUMH — ay-
napabuH + asemMty3ymalb B KauyecTBe
npoTtuBopeuuanBHol cxembl npu XJLJI,
KoTopasi Oblia JOCTAaTOuHO 3(dek-
THBHA, HO OTJIMYAJIaCh CYIIECTBEHHOU
TOKCHYHOCTbHIO). KM3BecTHO, UTO TOK-
CHUUHOCTb O€HJIaMyCTHHA MEHbIe, 4eM
(aynapabuna, a Tak:Ke, yUUTbIBas 0CO-
6EHHOCTH JEHCTBHS 3TOrO mpernapara,
NpH ero NPUMEeHEeHHH He JIOJIKHO OTMe-
4aThbCsl MePEeKPEeCTHOH PEe3UCTEHTHOCTH
C XHMHOTepaneBTHYECKUMH areHTamH,
MCIOJIb30BAHHBIMU B TPEAbIIYIIHX
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JUHUSAX Teparui, IpHUeM 3TO KacaeTcs
KaK aJKUJIMPYIOLIUX MTpenapaToB, TaK U
MYPUHOBBIX aHAJIOTOB.

Menuana Bo3pacTa MalMeHTOB,
BOILIE/IINX B HCCJIEJOBAHHE, COCTaB-
asna 70 ger (nnanason 54—80 ser), y
3 6bina lII-1V crapus no Rai, cpeaunii
gefikoutos — 120 x 10%/n. Mennana
JIMHUH NpellecTBYOULEeH Tepanuiu pas-
Hsisach 2 (1Mana3ol 1—7 aunuit). Y Beex
nalMeHToB Oblyl XO0Ts Obl OJIMH HebJaro-
MPUSATHBIA TPOTHOCTHUECKUI TPH3HAK
au6o no nanubiM FISH (y 2 — del(17p),
y I — del(llq), y | — KommekcHbie
HapylIeHHs] KApHOTHTIA), TM6O UMMYHO-
(beHoTunupoBanusi (BLICOKHH YpPOBEHD
skenpeccun CD38 wnn ZAP70), subo
Mo MyTalHOHHOMY cTatycy reHos IgVH.

[Taunentam npoBeneHo 4 Kypca
Tepanuu ¢ BBeleHHeM OeHIaMyCTHHA
B no3e 70 mr/m2 B/B B l-it ¥ 2-ii AHU
Kaxjable 4 Hel. W ajeMTy3ymaba
30 mr n/k 3 pasa B HeJleJll0 B TeyeHue
16 Hejl. [LIMB-110710:KUTeTbHBIM
nalyeHTaM MpPOBOAWJIACH MNPOQHIAK-
THKA  BaJIraHUHMKJIOBUPOM, [LIMB-
OTPULIATEJNBHBIM — BaJaluKJIOBHPOM.

[TosiyueHbl OTJIMUHBIE TOKA3aTeJsu
sppekTuBHOCTH: 4 M3 7 TAUHEHTOB
JOCTUTJIM TIOJIHOHM KJMHHKO-T€MaToJo-
THYECKOH PeMHCCHH, y 2 — YaCTHUHBIH
otBeT, y 1 — crabuausauus 3adoJe-
BaHus. B | ciyuae Tepanus okasaJgach
He3>(P(eKTUBHOM, HO Y TOr0 MnallkeHTa
OTMeYaJIMCh KOMIJIEKCHbIE HApYyIIEeHUS
KapuoTHIIA, a TakKXKe OH TOJYYHJ [0
9TOro 7 JJMHUH Teparuu.

K coxasiennio, mokazaTeJ M TOKCHY-
HOCTH OBbIIM 3HAYMTENbHBIMH. Y BCeX
NalUeHToOB  pasBuUJiach  JIEHKOTEHHS
[II-IV  crenenu, norpeGoBaBuias
BBEJICHUST  T'PAHYJOLMTAPHOTO KO-
JIOHHECTUMYJIUPYIOLLETO akropa
(I-KCD), y 2 — rpombouurtoneHus
[II—-IV crenenu, 3 60bHBIX HYKAATUCDH
B remotpaHcdysusix.  OTmeuasoch
riy6oKoe W JUINTEJbHOE CHHXKEeHHe
yucya gumpouutos CD4. ¥V 3 nauuen-
TOB — G6GECCUMINTOMHAas peaKTHBAllUS
LIMB-uH(peKI1H, KIMHIUECKUX MPOsIB-
JIeHU# HHGEKIUK HU Y Koro He 6biyio. Ho
CaMbIMHU CYIIECTBEHHBIMU ObIJIN IpyTrue
MHQEKIIMOHHDbIE OCJIOKHEHHUS], B CBSI3U
C KOTOPLIMHU 3aperHcTPUPOBAHO TMSThH
Cepbe3HbIX HexKeJlaTeIbHbIX IBJEHUH.

Humyromodyaupyrowje npenapamnol

5. JleHauIOMUA — HOBbLIH HMMY-
HOMOJYJIUPYIOLLIHE npenapat, LIHPOKO
NpUMeHseMbIll B KJIHHUYECKOH TpaKTHKe
npu MHOXKecTBeHHOH muesome 1 MJIC.
Henashue ucciiefioBaHusl MMOKa3bIBAIOT,
YTO OH TaK¥Ke MOMKET ObITh 3P (PeKTHREH
npu XJIJI. B HacTtosiluii MOMEHT npo-
BOJIUTCS  MHOXKECTBO  KJIMHHUECKHX
UCCJICIOBAHUI, M3ydalolUX JAeHCTBHE

JICHAJIMIOMHUJA y TAlHEeHTOB C pellu-
JIMBHOH U pedpakTepHOH (pOpMOH 3TOTO
3aboJjieBaHusl, a TAKXKE B MEPBOH JIMHHUH
Tepanuu. HecMoTpsi Ha KJIHHHYECKYIO
3 PeKTHBHOCTL  JIeHAJIUAOMHUA, BbI-
3bIBaeT OECMOKOUCTBO €r0 TOKCUUHOCTh,
BKJIIOUAIOIIAsT HEKOTOpble YHHUKaJbHbIE
3¢ deKThl, TaKHe KakK CHHIPOM JiH3HCa
OMYyXOJIM W CHHIPOM  «OIMYyXOJIeBOH
BCnbIKU» («tumor flare reaction»), ko-
TOpble 0TMEYAIOTCs TOJIBKO Y MAlHeHTOB
¢ XJIJI. XoTesioch Obl IPUBECTH Pe3yJib-
TaThl HECKOJBKHX HCCJAEIOBAHUN MO
MPUMEHEHHUIO STOTO Mpernapara, KoTopble
6blsn nosioxkenbl Ha AHS 2010.

M.D. Anderson Cancer Center (A.
Ferrajoli et al.) toksasbiBaeT pesyabTaThl
[T chasbl KJIMHHYECKOT0 HCCIeIOBAHUS T10
MCIOJIb30BAHHUIO JIEHANUIOMUIA B KOM-
OMHALMK C PUTYKCHMAOOM Y NALLHEHTOB C
peunauBom XJIJI, umeroinx nokazauus
K HauaJly JieueHUst U MoJyyaBIInX paHee
haynapabuHcoepKaliye pEXKUMBI
noJIMXUMHOTepanuu. Jlokazano, 4To Je-
HAJIUJIOMU MOXKET TIOTEHIIMPOBATh aK-
THBHOCTb PUTYKCHMaba yepes ycHaeHHue
aktuBHOCTH NK- ¥ LHTOTOKCHYECKHX
T-KJI€TOK, yCHJIMBAsT aHTHUTEJO3aBUCH-
MY LIHTOTOKCHYHOCTb.

Kputepun BK/OUEHHs NAILIUEHTOB B
MPOTOKOJ ObLIM CTaHAAPTHBIMH. LLUKJ
Jgedenus aauics 28 nueit. Putykcumat B
no3e 375 mMr/m? B TeueHue MepBOro U BTO-
poro LUHMKJIOB Tepanuu BBofuics | pas B
Heed110, a ¢ 3-10 110 12-1 LMK — B TOH
ke 1o3upoBke 1 pa3 B 4 Hen. Jloza snena-
JujgoMuaa coctasasiia 10 mr/eyr, mpe-
nmapat MpuHUMAJCS MOCTOSTHHO HAauHHas
¢ 9-ro aHs MepBoro LuKJIa. PeayKiins 103
MPOBOJIUJIACE B CJIyuae pa3BHTHsI JieHa-
JIUJIOMHUJI-06YCJIOBJIEHHOH TOKCHUHOCTH
[II-IV crenenu. ns mnpoduIakTHKH
CHHJIPOMA JIM3UCA OMYXOJIH B TEUeHHE
NepBbIX 2 HeJl. HA3HAUYAJH AJIJIONyPUHOJ
300 mMr B cytku exxenHeBHo. Ouenka
OoTBeTa [POBOJAMJIACL M0 KPUTEPHUSIM
IWCLL nocuie 3, 6 u 12 nukJos. Jlannble
Mo BCEM BOILEAIINM B HCCJEIOBaHUE
59 nauueHtaMm OblIKM JOCTYMHBLL. Bcee
60JIbHBIE paHee TMoJydasad Teparnuio
pUTYKCHMaGoOM, npuueM 88 % W3 HHX
no cxeme FCR. O6uias uacrora otBera
coctasuna 64 %, uz nux 8 (13 %) I1P, 30
(51 %) — YP. BoJbliee 4uc0 OTBETOB
Ha JieueHHe HACTYIHJIO M0CJIe 3 [IUKJIOB
(84 %), onHako GoibieTso [P (88 %)
ObLIO JOCTUTHYTO TM0CJe 6O IHKJIOB.
[Ipu cpenHel MPONOJIKUTEJIBHOCTH Ha-
6amonenns 14 mec. OB cocrasuia 90 %.
3HAYUMOTO pasJsiHuusi B OTBETE HE OBLIO
y MAalUeHTOB B PA3HBIX LUTOreHeTHYE-
CKHX MOATpyTrnax, 4TOo Upe3BblUaiiHO
Ba)KHO, YUHTBIBasi TOT hakT, uto y 15
(25 %) nauuentos Gbina del(17p). 3a
BpEMsi HCCJI€I0BAHHUST 3aPETHCTPUPOBAHO
2 JjletasibHbIX Hcxoga (MPUUYHMHBL —

KIMHUYECKAA OHKOTEMATOJIOTHS



WIIEeMHUECKHH HHCYJBT U 06OCTpeHHe
XPOHHUYECKOH OOCTPYKTHBHOH 060J1€3HN
Jerknx). K3 cepbesHbiX OC/0KHEHUH
OTMEeYaJuCh TsiXKeJble HEHTPONeHUH
(68 %), pomGouuTonennu (22 %), ane-
mun (10 %). Undekuuu =1V crenenn
na6sionanuch y 18 (31 %) nauuentos,
HauboJIee YaCTO MOPaKaJUCh HHKHUE
NbIxaTesbHble TYyTH. 73 % MalueHTOB
notpe6oBaJjach peayKius J03bl JieHa-
JUJIOMUJIA; MeJIMaHa MePEHOCUMOH 103bl
cocraBusia 5 Mr (auanason 2,5—10 mr).
Y | mauneHTa pa3BuJICs CHHIPOM JIH3UCA
onyxosu Il crenenn, ay 22 — cunapom
«omnyxoJieBoi Benbiku» [—II crenenn.

Takum  obGpasom, KomMOHHALUSA
JEHAJIUAOMUA + PHUTYKCHMMal TpHBO-
JUT K JIOCTHKEHHIO KaK TMOJHbIX, TakK
M 4YaCTHYHBIX OTBETOB MpHU Tepanuu
XJUJI. HoGaBneHue putykcumaba K
JIEHAJIUJOMULlY yBeJUUUBAET KOoJiHue-
CTBO PEMHUCCHI M0 CPABHEHHIO C MOHO-
tepanuelt JeHaaunomuaom (Ferrajoli,
2008; Chanan-Khan, 2006), necmoTps
Ha TO YTO MALUEHTHI 10 TOTO TOJydaJu
putykcnmab. JlaHHoe sieueHHe XOpOolIo
nepenocurcs. Hanbosee uacto BeTpe-
YaloliuMesl BHJOM TOKCHUHOCTH Oblia
MHEJIOCYTIPECCHSI.

MuTepecHo mpuBecTH 1aHHBIE APYTO-
ro uccsenoBanus Il daswl, mpoBeneHHoOro
CLL Research Consortium (CILA), B
KOTOPOM JIEHAJIIOMUJL B KOMOUHALMH
C PHUTYKCHMaGOM  HCIOJIb30BAJICH Y
nauMueHToB ¢ He JiedeHHbIM paHee XJLJI,
MMEIOINX MOKA3aHHUs K HaYaJly Teparuu.
B 3TomM wHccsenoBaHWM TPHUAABAJIOCH
6osibllIoe  3HAYEHHE M3YyUeHHWIO MoJie-
KYJSIPHBIX ~ MEXaHU3MOB  BO3NEHCTBHSI
npenapata Ha KJETKH HMMYHHOH CH-
CTEMBI, TIO3TOMY B Hero Oblla BKJIOYEHA
NOMYJISIUST  HeJIeYeHHbIX — MNallueHTOoB,
NpeaCTaB/IsION1as JOBOJILHO OTHOPOAHYIO
rpyriy, ONTUMAaJIbHYIO JJIsi U3yueHHs
UMMYHOMOLYJIHPYIOLIHX 3((eKTOB Tpe-
napara. JlaHHble 0 pe3yJibTaTax Teparum,
MOJIyYeHHBIX B pAMKaXx TOr0 MCCJIeI0Ba-
HHUs, OY/LyT PeICTaBJIEHbI MTO3KeE.

Panee yxe oTMeuasioch, YTO HC-
MoJIb30BaAHHE HMMYHHBIX MEXaHM3MOB
Tepanun XJIJI — HOBbIH epcrneKTHBHbI
MOAXOM K JIEYeHHIO TOT0 3abojeBaHus.
O6 3TOM KOCBEHHO CBHJETEJbCTBYIOT
pesy/nbTaThl  J0JATOCPOUHBIX — HabJI0-
JIeHUI 3a MalueHTaMH, MepeHeclInMU
annoTKM, a Tak:ke oT/iHuHble pe3yJib-
TaTbl, IOCTUIAeMbIE MTPH UCIIOJIb30BAHUH
KOMOWHHUPOBAHHBIX UMMYHOXMMHOTEpa-
MEeBTHUECKUX peXUMOB. KinHuueckas
3((HEeKTHBHOCTb  JIEHAJUJOMUAA MPH
XJIJI necomHeHHa, OAHAKO Hemocpen-
CTBEHHBIH MEXaHHU3M €ro NAeHCTBUS MPH
9TOH MAaTOJOTHH OKOHYATEJbHO HesiCeH.
EcTb 1aHHbIC 0 TOM, UTO O/ BO3/ICHCTBH-
eM JICHAJUJ0OMU/Ia YBEJHUHBACTCS IKC-
Npeccrss KOCTHMYJHMPYIOLIUX MOJEKYJ
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Ha JIeHKO3HbIX KJeTKaX. Takum o6pazom,
mocje  BO3ACHCTBUS  JIEHAJHAOMHJIA
yayuinaercst crnoco6HocTh KaeTok XJ1J1
(opMHpOBaTHL HMMMYHHbIE CHHAMCHI C
T-mumdounramu. BsanmoneiicTBue
JeHamuaoMusa ¢ kiaetkamu XJIJ1 mpu-
BOJMJIO K M3MeHeHHI0 HX (DeHOTHNa B
CTOPOHY aKTHBALUH. DTH HU3MEHEHHUs
CXOJIHbI C TAKOBLIMH IOCJI€ MPOBEJIEHHS
FeHHOH Tepanuu TeHOM, KOIHPYHOILIUM
CD154.

B wuccaenosanme BKJoueHo H3 ma-
MeHTa, y 38 U3 HUX Nepe]] HasHaYeHHeM
puTyKcumaba ¥ JeHaJUA0MHAA BBIMOJ-
HSJI0Ch UMMYHO(EHOTHITUPOBAHHE MO-
HOHYKJIeapoB Tepu(epuvecKoil KpoBH,
3aTeM KOHTPOJBHOE HCCIeIOBAHKE Yepes
21 neHb 17151 OLEHKH CyOMOMNYJISILIHOHHOTO
cocTaBa JUMQOLKUTOB U HCCJEI0BAHMUS
M3MeHEeHHH HMMYHO(EHOTHIIA KJIETOK
XJIJI. HauasibHast jgo03a JieHaJUI0MH/1A
cocTaBJisiJia 2,5 MI' ¢ TIOCTENEHHBIM Ha-
palrBaHHeM C 8-T0 IHS TePaATHHU 10 5 MT
(MpH yCJIOBMH OTCYTCTBHUS TIPOSIBJIEHUI
TOKCHYHOCTH). Y 35 u3 38 nauueHTon
CHU3UJIOCH abCOJIIOTHOE YHCJO KJETOK
CD5+/CDI194, B T0 Bpems Kak uHCJIO
NK-kseTok  Bo3pocso.  AbcosoTHOE
uncao T-1uMGOIUTOB yBENHUUIOCH Y
Il u3 38 nauuenton. [IpumeuaresnbHo,
uTo Ha 21-i JleHb Tepanuu Ha JIEHKO3HbIX
KJIETKAX CTATHCTHYECKH 3HAYUMO YBe-
JUuuJIcs ypoBeHb 3kcrpeccun CDA40,
a takxke CD80 u CD86. dkecnpeccus
CD54 yBesnunaach BaBoe. CXOIHbIM
o6pazom u3MeHsach sxkenpeccrs CD95,
HLA-DR, npuduem Obijia BbisiBJeHa
CTaTHCTHUECKH 3HAYMMas KOoppeJsiius
MeXJly YyBeJHUeHHEM YPOBHSI IKCIIpec-
CHM 3THX MOJIEKYJ W YyMeHbLIeHHeM
YHCJCHHOCTH KJIETOK JICHKO3HOTO KJIOHA.
3HauuMOl CBSI3H MeXjly H3MeHeHHeM
skenpeccun CD40 u paHHUM OTBeTOM
Ha JIeHAJIUIOMHU/L HE BbISIBJIEHO. YPOBEHD
skenpeccun  CD20  na  onyxoJsieBbIX
KJIeTKax He wu3MeHsiics. [loBbllieHne
yncsa NK-kJeTok MoKeT ObITh CBS3aHO
CO CTUMYJSIIUEH HMMYHHOH CHCTEMBI,
YTO MOKAa3bIBAET CHHEPTH3M AEHCTBHUS
JIeHaJMIoOMUa U putykcumaoa. B Ha-
CTOSILIMH  MOMEHT MPOBEJIEH TOJILKO
MPOMEXKYTOUHBII aHAJIN3 Pe3yJbTaToOB
MCCJIe/IOBAHUSI, HO YK€ BBISIBJIEHO Kak
MHHUMYM 4 KJMHHYECKMX OTBerTa.
IMeHHO y 5THX OTBETHBIIMX MAllUEHTOB
OTMeYaJIiCh CYIIeCTBEHHOE TOBbILIEHHE
ypoBHsi akcripeccnnt CD95, HLA-DR na
OMYyXOJIEBBIX KJIETKAX W OblcTpas 3JH-
MUHAIMS OMyXO0JIEBOTO KJIOHA B TeUeHHE
MepBbIX 3 He/l. TepaNHH JeHATHIOMHUIOM.
Takum 06pazom, MOXKHO MPEAOIOKUTD,
YTO OTBET Ha JICHAJHJIOMHUJ CBsI3aH C
UHAYLUUPYeMOll npenapatoM in vivo
UMMYHHOH akTuBauuer kaetok XJIJI, a
TaK»Ke CO CTHMYJIHPYIOLLHM ero IeHCTBH-
em Ha T-umdouuter u NK-kieTku.

Takzke OblaiM 0ny6JHKOBAHbI Upe3-
BBIYAIIHO HHTEPECHbIE 1aHHble HeOOJb-
IOTO HCCJe0BAaHMs, TIPOBEICHHOTO B
Wraaun (A. De Crescenzo et al.). B nem
MPUBOAUTCS AHAMU3 3 KJHHUUECKHX
cJlyyaeB, KOTa JieHAJHJIOMHUJL TpUMe-
HS1JICSl Y TALMEHTOB B MEPBOU MOJHON
KJUHHKO-TeMaToJIOrHUeCKOl pEMHCCHH
JIJ1s1 KOHTPOJISI MHHUMaJIbHON 0CcTaTou-
Ho#t GoJsiesnu (MODB). DTo mauueHThl
38, 53 u 59 JsieT, noJsyuasie B NepBoH
JUHUY Tepanuu hJyrapabui 1 puTyK-
crMab ¢ JI0CTHKEHHEM MOJHOTO OTBETA,
KOTOPBIH coOXpaHsJacsa y HUX 6, 2 1 5 et
cooTBeTcTBeHHO. OnHAKO MO TaHHBIM
MPOTOYHOH  LIUTO(DJIIOOPUMETPUH Y
BCcex HabM0as0Cch MeJJeHHOe, HO
HEeyKJOHHOE HapacTaHHe KJOHaJbHOH
B-KJleTOUHOl 3KCMaHCUM B KOCTHOM
mMo3are. OCHOBBIBasiCb Ha 3TOM, MalH-
eHTaM OblJl HasHayeH JIeHAJUJIOMHUL B
no3e 15 Mr/cyT B TeyeHHe 3 Hel. Kaxk-
Jloro mMecsiia. B Hacrosiiiee Bpemst Bce
3 nauMeHTa TO0JyyYaloT HCCJELyeMBbIi
npenapar y»ke Ha npoTsizkenuu 12 mec.
B COOTBETCTBHH C TIJIAHOM JeYeHHs.
He 6bl10 3ahUKCHPOBAHO TSXKEJBIX
MPOSIBJEHUI TOKCHYHOCTH, BKJIIOYas
CHHJIPOM JIM3HMCA OMYXOJH M CHHAPOM
«OTMyX0JIeBOH BCNblIKNH». Knunnuecku
HH y OJIHOI'O NalMeHTa He OTMevaeTcs
npusHakoB nporpeccun XJIJI.  Tlo
JIAHHBIM ~ MMMYHO(hEHOTHITHPOBAHHS
KOCTHOTO MO3ra H repHdepHuecKoil
KPOBH y 2 NalMeHTOB YMeHbLIMJACh
KJIOHAbHAS MONyJsiuus, y 3-i namu-
eHTKH (y Hee O/IHOH M3 TPeX OTCYTCTBY-
0T TPU3HAKH COMAaTHYECKOH MyTalHH
retoB /gVH), KOJIMUECTBO OMyXOJIeBbIX
KJIETOK OCTaeTcsl MpeXHUM. ¥ Bcex 3
nauueHToB HaOJI0aeTCsl 3HAUUTEJb-
HOe yBeJiMUueHHe KOJIHUeCTBa aKTHBH-
poBaHHbIX T-TMMbOLUTOB.

Takum o6pazom, 370 HebOJblIOE
MccJeloBatue M0Ka3bIBaeT, 4To
JIEHAJMIOMH],  MOXKET  MPUMEHSThCS
abcoJioTHO 6e30rmacHo M, ¢ OOJIbIIOH
BEPOSATHOCTBIO, 3(DPPEKTHBHO B Kaue-
CTBE TMOAJEPKUBAIOLIEH Tepanun y
nauuenTon ¢ XJIJI nast kontposast MOB.
JIs1s oKOHUaTEeIBHBIX BBIBOAOB He0OXO-
JIMIMO MPOBECTH TAKOE HCCJef0BaHNE Ha
60JIbIIONH MOMYNSIIUH MTALHEHTOB.

Ectb nin allbTEPHATHBbI nepsaﬂ JINHUH
Tepanun?

B Hacrosuui MOMEHT HET HUKAKHX CO-
MHEHHUI B TOM, UTO PEXKUM HMMYHOXH-
muotepanun FCR cayXuT «30/10TbIM
CTaHAApPTOM» B TEPBOH JHHHUM Tepa-
nun XJIJI. Ognako XJIJI — »sto 3a-
6oJieBaHHe, BCTpedalolleecs BO BTO-
pOl TMOJIOBUHE »KHW3HH, TMOITOMY €CTb
oTpe/ie/IeHHOE YUCJIO TALHEHTOB, KO-
TOPBIM TMPOBOJUTL MHTEHCHBHYIO XH-
MHOTEPATHI0 OMACHO HU3-3a GOJILLIOTO



YHCJia COTMYTCTBYIOUIMX 3a00JieBaHUI.
TpaguunoHHO B MepBON JHHUH Tepa-
MUK Y TAKUX MallMeHTOB HCIOJb3yeT-
cs XxJopamOy1LMJ, HO PH 3TOM ob1as
YyacToTa OTBeTa Ha JeueHHe, 0COoOeH-
HO KOJIMYECTBO JOCTUTHYTBIX TMOJHBIX
KJUHUKO-T€MaTOJOTMUEeCKUX  pPEMHUC-
CHUli, KpaliHe MaJlo.

Anrsniickoit rpynnoit (P. Hillmen et
al.) OblI0 MPOBEIEHO MHOTOLEHTPOBOE
uccaenoanue Il ¢asbl mo wuenosb3o-
BaHMIO KOMOMHAUMK XJopamOylLusa +
puTykcumab B repBOH JUHUU Teparuu y
nauuenToB ¢ XJIJI crapiuei BogpacTHoO#
rpynnel. Ha ASH 6bi1 npeacrasiien
OKOHUATEJIbHbIH aHaAJU3 TaHHbBIX.

100 panee He JieueHHBIX MallMeH-
TOB, HMEIOLIUX TOKa3aHWsl K Teparuu
no xpurepusam [WCLL, nosyuanu
putykcumab B CTAHJAPTHOM peXHMe
(375 Mr/m2 B 1-#i neHb MepBOro LUKJA
1 500 mMr/m2 B 1-i1 1eHb 2—6-r0 L HKJIA)
1 xsopamoyuud (10 mr/m2 B 1—7-i neb
KakKJble 28 nHel B TeueHHe 6 LUKJIOB).
Ecau Ha MOMEHT OKOHYaHHUS JieueHUs
JOoCTHTrajach pemuccusi 3aboJsieBaHus,
TO MAIMEHTHI MoJyyaJsy elle 6 UHKIOB
xjaopambyuusaa. [lokasatenn sddek-
THBHOCTH CpaBHHBAJHUChL C HCTOpUYE-
CKUM KOHTPOJIEM (IaHHBIMH UCCJIE0BA-

nust UK LRF CLL4).

Menuana Bospacta  MalMeHTOB
cocraBusa 70 ser (auanaszon 43—86
aet), 65% — wmyxxuunol. K nacros-

leMy MOMEHTY yMepJio 12 manueHToB.
[ToGounble 3hdekTsl HAGJIOIATNCH Y
92 9% nauneHTOB, HanGOJee YACTHIMHU
M3 KOTOpbIX OblaM ToluHOTa (47 %),
peota (19 %), wneiitponenus II—1V
crenenn (39 %), auxopagka (26 %),
nuapesi (20 %), anemus I—II crenenu
(18 %), rpombouuTonenus I—1l crenenu
(18 %). M3 cepbesHblX HexKeaaTeabHbIX
SIBJIEHUH HanboJiee 4acTo BCTpeyaJauch
(hebpuiabHast HeliTporieHust (5 ciyyaes)
u cercuc (4 cayuas). Obulaa yactora
oTBeTa coctasuia 82 %, npudyem 9 ma-
uuentos gocturiu [1P, 73 — YP, B 11
cJydasix oTMeuaJach CTabuau3alus aa-
OoJsieBanus. Menuana 6eccoObITHIHHOM
BLIXKHBAaeMOCTH paBHsijiach 23,5 Mec.

B stom wuccienoBanunm Boapact
naldeHToB OblJl 3HAYUTENLHO CTaplie,
yem B CLL4 n n1pyrux 60JblINX paHao-
MH3HPOBAHHBIX HCCJIEOBAHUSX, T. €. B
Hero BOLLIK HauGoJiee THUIMUYHbIE JJist
KJIHHUYECKOH TMPaKTHKH TMallkMeHThl.
JlaHHble TOBOPAT O TOM, 4TO JJIsi 60Jib-
HbIX, KOTOpble He MOTYT TlepeHecTH
MHTEHCHBHYIO XMMHOTEpAIHio, HUMEIOT
MHOT'O COTYyTCTBYIOLIUX 3ab6oJeBaHuUl,
KOMOUHALUSl PUTYKCHMab + XxJopam-
O6yuua — sddekTuBHAs U Ge3onacHas
aJbTepHaTHBA TPAAHIIMOHHON MOHOTE-
panuu xJopambyuuaom. Janbueitmas
olleHKa 3(¢eKTUBHOCTH W Oe3omnac-
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HOCTH 3TOH KOMOHHALUK Gy/eT MPOBO-
JMTBCST B paMKax paH/J0MH3HPOBaHHOTO
nccaenopanns I passr.

Kak 3akpenuts JOCTUTHYTbINH 3hgheKT?
Kak yxke 6bl10 ckazano, XJIJI — mo-
TeHLHUAJbHO HeusJseuuMoe 3aboJieBa-
Hue. Jlaxe B cjydae OTCYyTCTBHUS OMpe-
JieJisieMO JIOCTYITHBIMH COBPEMEHHBIMH
metonnkamu MODB, B opranusme natu-
€HTa COXpaHseTCs KaKoe-TO KoJuue-
CTBO OTIYXOJIEBBIX KJsieToK. [IpomoJsiku-
TEJBHOCTb JIOCTUTAEMBIX PEMHCCHH H,
Kak caenctBie, OB nanueHToB 3aBuCAT
OT MOJIHOTHI U KauecTBa oTBeTa. [losTo-
My mpo6JieMa TPOBEAEHHS MOJePIKH-
Balolledl Tepanuu AJs KoHtpoas MODB
npu XJIJI nocrarouno akryanbua. O6-
HaJleXKUBAIOLLIMe Pe3yabTaThl OblIH MO-
KasaHbl [pU [PUMEHEHHH JIEHAJUJO-
MHJA Y MallUeHTOB, TOCTUIIUX MePBOK
KJIMHUKO-T€MaTOJIOTHYeCKOH pPeMUCCHH
(4TO OMHUCAHO BHILIE).

Ha xonrpecce ASH Ttaxke 6blin
npeacTaBJeHbl pabOTHI 10 TTPOBEJICHHUIO
KOHCOJTMMPYIOLEH Tepanuu ¢ TMOMO-
111610 MOHOKJIOHAJTbHBIX aHTHTEJ.

Anrnniickast rpynna uccjeoBa-
Tesell onybJMKoBasa OKOHYATeJbHbIE
pesysabrathl  uccaenoBanus Il dasnl
NCRN CLL207 no npoBeneHuio noj-
JEep2KUBAIOLIEH Tepanuy ajJemMTy3yMa-
6om y nauuentos ¢ XJIJ1.

Panee ObliM MNONBITKKM MPOBECTH
He6oJblINe UCCJIEI0OBAHUS MO UCIOJb-
30BaHUI0 aJjieMTy3ymaba B KauyecTBe
KOHCOJTUIMPYIOLIEH  Tepanuu  TocJje
OCHOBHOTO Kypca JieueHHss 6O0JbHBIX
XJIJI, mocturuimx pemuccHd, HO Bce
OoHW OBbIJIM TIpepBaHbl H3-32 GOJBIIOTO
KOJIMUECTBA OCJOKHCHUH, CBSI3aHHBIX
C BbIPaXKEHHOI MMMYHOCYIpeCcCHell U
MPUCOEMHEHHEM MHOTHX HH(EKIHOH-
HbIX OCJIOXKHEHHU .

B Hacrositiem ucciieloBaHUM ajieM-
Ty3ymal HazHauaJjcsl ueped 6—24 mec. ¢
MOMEHTa OKOHYaHHsI OCHOBHOTO Kypca
JIeUEeHHs1 TI0CJIe OTpeeJieHHsT YPOBHS
MOBb B nepudepuyeckoil  KpoBH.
BxJ/iouasnch TOMBKO MAalMEHTHl C Ha-
maunem MODB. AsemMTysymaG BBOAHJICS
noaxkoxkHo no 30 Mr 3 pasza B HeJeJIIO B
TeyeHue 6 HeM., MocJje 4Yero MoBTOPSIIH
Mccse/oBaHHe KOCTHOrO MO3ra Ha mpef-
metr Hajauuuss MODB. Ecau y naunenton
ucuesanu npusHakn MODB nin ke, Ha-
060POT, KOJIMUECTBO KJIETOK OITYX0JI€BOTO
KJIOHA OCTaBaJjioch 6e3 JHHAMHKH, TO
Tepanuio Tpekpallaim, B cjaydae ecJu
PeLyKIMs  KOJHYECTBA  OMYXOJIEBBIX
KJIETOK Tpoucxoaua xots 6bl Ha | log,
TO JIeueHue mpojosKasm eile 6 e Bee
NalMenTbl  MoJydajn  MpohHUJaKTHKY
TPHMETONPHMOM/CybhaMeToKCa30/10M
(Bucenrou), auukaosupom. [TpoBoaumcs
exKeHeJleIbHbIH MOHUTOPUHT PENJInKalluK

LIMB wmetonom TILIP. B uccnenosanue
BKJIIOUEHO 47 TalHeHTOB, JOCTUTIINX
pemuccun, Ho ¢ mnpudHakamu MODB,
ornpesiesisieMoil B epupepudeckoil KpoBH
C MOMOIIBIO 4-1[BETHOH LIUTO(II00PHME-
TpUH. ABTOPbI OXKMAJH, YTO XOTs Obl Yy
26 % 60JibHbIX GyseT spaarKkaius MOB,
YTO MOCJTY2KHJIO Obl OCHOBAHUEM JIJIsI [TPO-
BeJleHH sl 1a/IbHEHIIero uCeeI0BaHus Ta-
KOro MeToja Tepanuu. MeinaHna Bospacta
YUYaCTHUKOB COCTaBUJIa 58 JieT (1nana3on
40—77 ner), 74 % M3 HUX — MY>KUMHbI.
Menuana TIpealIeCTBYIONINX — KYpCOB
Tepanuu paBHsiach 2 (nuanason 1—4
Kypca). [ToutnyBcex(46)nanueHTos B mo-
cJIeiHell IMHUH TePanuy HCTTOTb30BAJHCh
arynapabuHconepKalile pexumbl. 3a
BpEMsl UCCJIEIOBAHUS 3aPETHCTPHPOBAHO
21 cepbesHoe HexeJaTe/IbHOE SIBJIeHHE Y
17 (36,2 %) nauuentos. Hactynuiio 2 nie-
TaJIbHBIX MCXOJIa, CBSA3aHHBIX C Teparnei
(maparpunm u JumdorposudepaTiBHOE
3aboJieBaHKe, CBS3aHHOE C BHPYCOM
Anuureiina—Dbapp). Y 6 maueHToB Tepa-
nust Gblla 3aKOHUEHa paHee 6 HeJl. U3-3a
BbIPA2KEHHbBIX MPOSIBJECHHH TOKCHUHOCTH,
32 nauuenra jeunsauch 6—8 nen., B 9 cay-
Yasix Teparnus mpoaosKanachk 10 12 Hen.
27 (58 %) nauuenTam noTpe6oBaoch Ha-
snayeHue [-KC®P Bo Bpemst siedeHns uiu
nocJie ero okonuanust. TecT Ha perJiuka-
uuio LIMB 6bl1 noJioxkutesibHbiM y 21
(45 %) nauuenta, BceM UM ObLJ IIpOBe/eH
KypC TPEBEHTUBHOH IPOTHBOBHPYCHOM
Tepanuu. Jlo Hauasa Tepanuu ajemMTysy-
Mabom 23 naryenTa ool B UP, a 24 — B
[TP. Heo6xonumMo OTMETHTD, YTO OIHUM U3
KPUTEPUEB UCKJIIOUEHHST U3 UCCJIEI0BAHHUS
661710 HaJMuMe JuMdaaeHonatuu GoJee
2 cM (370 Kacasoch nainenTos B UP).

[Ipn moaBeneHun HTOroB oOKasa-
JIOCh, UTO Yepe3 3 Mec. 110cJie OKOHYaHHU S
Tepanuu anemtysymabom y 13 (56 %)
13 23 nauueHtoB ¢ YP Obla 10CTUTHYT
noJiibii oTBeT. ¥ 39 (83 %) u3 47 nauu-
€HTOB B KOCTHOM MO3T€ He BbISIBJISJIOCDH
npusnakos MOB. 7 (15 %) GoJbHBIX
0CTaJIuCh MODB-110/102KUTENLHBIMH,
u paunble 1 (2%) 60JbHOrO Oblau
HeJOCTYMHBl  ANAd  aHanusa. llpu
KOHTPOJBHOH OlLleHKe depe3 6 Mmec.
rocJsie OKOHYaHMsl JiedeHHsi B KPOBU Y
15 (48 %) nauuenToB, paHee ObIBLIMX
MODb-oTpuuaresbHbIMHU, MOSIBUJIUCH
npusHaku MODB, xota KosnuecTBO
orpeJie/IieMbIX Y HUX OMYXOJIE€BbIX KJie-
TOK OblJIO MUHUMaJIbHBIM. ¥ 0CTaJIbHBIX
16 (41 %) nauueHToB Mo-mpeKHeMy He
6b1710 npusHakoB MODB. [1pu KoHTpoJIb-
HOM MCCJIeOBaHUH STOH TPYIIBI Yepes
12 mec. y 89 % nauneHToB coxpaHscs
orpuuareapHbiiit MODB-craryec.

Takum oOpa3oM, OTCyTCTBHE IpH-
snakoB MOD B kpoBu uepes 6 mec. nocse
OKOHYAHHSI KOHCOJIMJIMpYIOLLeH Teparuu
asnemMTy3ymabom ¢ OO0JIbIIOH BEpOSITHO-

KIMHUYECKAA OHKOTEMATOJIOTHS



CTBIO MOXKET CJIYXKHTb TapaHTHeHl Toro,
YTO B JaJibHEHIIEM Yy 3THX MallHeHTOB
otpunatesbibii  MODB-cratyc  Gyner
COXpaHATbCA. DTO CTaTHCTHYECKH GoJee
3HAUUMDIil TIPU3HAK, YeM Oll€HKa KOCTHO-
r0O MO3ra 1nocJjie OKOHYaHHUsI JiedeHHsl, U OH
MOXKeT ObITb KaueCTBEHHBIM KPUTEpHEM
JJ1s1 OUEHKH 3(PPEKTUBHOCTH KOHCOJIU-
naunu. Kak npaBuiio, y 9THX NMalHeHTOB
pemuccuu cTofikue. Y 6 u3 9 nauueHTos,
KOTOpBIE TIOJIydasii JiedeHHe B TeueHHe
12 e, o OKOHUAHUM Teparuy GbLIO 10-
CTUTHYTO oTcyTcTBHe npusHakos MOD.
Ho ToJIbKO OfMH M3 HUX COXPaHHJ STOT
sthdekr cnyers 6 mec. Hanportus, y 33
13 38 malueHToB, MOJyUYaBIIUX JedeHue
JIIIL 6—8 Hefl. (UTO 03HAYaeT, uTo Y HUX
MPOU30LILIA  IpaTUKALHUST  OMyXOJEeBOro
KJoHa ropas3no paublie), MOB otcyt-
CTBOBaJIa M0CJIe OKOHUAHHsI JieueHust u 15
(39 %) coxpansiin 3TOT 3PPeKT cnycrs
6 Mec. DTO CBUETEJILCTBYET O TOM, UTO
KOHCOJIMJIUpYIOLlasi Teparus Haubosiee
3 heKTUBHA Y TEX MALIUEHTOB, Y KOTOPBIX
npusHaku MOD ncuesaiot panblie.

B 3akJsioueHne MOXKHO CieNaTh BbI-
BOJ, 4TO KOHCOJMAMpYIOLIAsl Tepamus
aseMTy3yMaboM TPUBOJIHUT K 3pajuKa-
unu snaunmoit MOB y 83 % nauuentos,
ay 41 % orpuuarenbhbit MOB-cratyc
coxXpaHsieTcsl Ha MNpPOTsKeHUH 6 Mec.
DTOT BUJ Teparuu OrnaceH pPa3BUTHEM
UH(EKIMOHHBIX  OCJIOXKHEHHH,  HO
NP MpPOBEJEHUH MPOGUJIAKTUKH U
aJleKBATHOM MOHHTODHUHTE OHU BIIOJIHE
KypaGesbHbl. JlaHHOe wucc/en0BaHHe
6ynetT mnpoaoJkatbes. [lmanupyeres
nposenenne Il dasbl pangomusupo-
Bannoro wuccaeposanuss CLARET, B
KOTOPOM OYJIyT CpaBHUBATh PE3YJbTaThl
JleueH’sl  MalMeHTOB,  TMOJyYalolnX
KOHCOJIMJIUPYIOULYIO Teparnuio ajeMTy-
3yMa0OoM, C KOHTPOJILHOH IPYyINIOH.

[pynna ucrnaHcKuxX wuccJjenoBare-
Jiell  TIpelocTaBuJia  [POMENKYTOUHbIE
peaysabrathl I hasbl MHOrOLEHTPOBOTO
uccaenoatusgs GELLC no nopnepxu-
Balolllell Tepaluu PUTYKCHMaOoM y pa-
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Hee He JiedeHHbIX 60JbHbIX XJIJT nocae
MepBOil JINHUH HWMMYHOXMMHOTEpPATnH
no npotokoay FCR.

MaBecTHO, uTo cxema FCR Haubosiee
3(eKTHBHA B MEPBOH JIMHUM Tepanuu
XJIJ1, onnaxo npumepno y 30 % nauu-
€HTOB OTMEUAIOTCs MPU3HAKU pelIMBa
WK 1porpeccupoBanusi 3aboJieBaHust
B TeueHue 3—4 JieT rocJjie OKOHUAHHS
JIEYeHHs], YTO TOCJYXKUJIO TIOBOJOM JIJIsi
MPOBEJIEHHS JAHHOT'0 HCCJIEIOBAHMS.

C oxrta6ps 2007 r. mno HIOHB
2009 r. B Hero OblIO BKJIOYEHO
84 mauueHTa, MOJNy4YMBIIUX 6 KypcoB
uMMyHoxuMuotepanun FCR B cran-
JTapTHBIX 103ax. B caydae nocTHuXeHus
KJIMHHUKO-T€MAaTOJOrMUeCKOH pemMuc-
CUM UM COXPAaHSIOLErocss CTOUKOro
KJIMHHYECKOTO OTBETa CIyCcTsl 3 Mec.
nocJjie OKOHUAHUS JIeUeHHUs MallueHTbl
noJlyyaju puTyKcumab B nose 375 mr/
M2 KaKble 2 Mec. B TeyeHue 3 JieT. Bee
9TO BpeMsl OHH T0JIyyaju npoduaak-
THUYECKH aLMKJIOBHD U TPUMETONpUM/

cysibpameTokcasol.
Mejauana Bospacta  cocTaBHJia
59,9 roma (mmanason 37—70 ser),

63 % — myxxunnbl. Y 64 % nauuentos
ObliM  HeMyTHpoBaHHble [gVH-reHsl,
y 47,6 % — BBICOKHIl ypOBeHb 3KC-
npeccun CD38, y 57,3 % — BbICO-
KWl ypoBeHb skcnpeccun ZAP70, 'y
26 % — del(11q), y 50 % — del(13q), y
4,7 % — del(17p). MOB onpenensiach
C TOMOLIbI0 4-1BETHOH UUTODIII00-
pumeTpuu (4yBCTBUTEJbHOCTH — |
kiaetka XJIJI na 10 000 selikouTOB).
CpenHee  KOJNMYECTBO  MPOBEACHHBIX
IUKJOB paBHsJ0CL 5,3. [losHoCTbIO
nedenue nosyunsao 80 % nauneHTos.
[IpencraBsieHbl pesyJbTaThbl, MOJY-
yeHHble U3 29 MCMAaHCKUX LIEHTPOB, MO
KOTOPbIM [POBEJIEH [POMEXKYTOUHbIE
aHasus nocJse | roma (6 UMKJIOB) MOJ-
Jlep2KUBAIOLLIEH Tepanuy PUTYKCUMAOOM.
[Ipu aHasiM3e BCeX MAaLUEHTOB, BOLIEM-
KX B HCCJeJ0BaHUE, TIOCJe MepBOU
JIMHUM Tepariy yacToTa o6I1ero 0TBETa,

MHOXECTBEHHAY MUEJIOMA

[lodeomosua kand. med. nayxk I0.M. Kyuma

B o6pasosaresbhoit nporpamme ASH
2010 o pazneny «MHoxKecTBeHHAsI MU-
eJioMa» OblIN npeacTtaBJeHbl IBe JIEK-
LUHH, B KOTOPBIX JaH MOApPOOHbIH aHa-
JIN3 HpO6JIEM CUCTEMHOI'o aMuJIon103a
¥ MOHOKJIOHAJIbHOH TaMMmaraTHH Heo-
npejiesIeHHOT0 3HAYEeHHUS.

[lepBast sekuns HazbiBasach «Cu-
CTeMHbIi aMWJIOMI03 JIeTKHX Lienei:
JOCTHXKEHUsI B 00J1aCTH OMArHOCTUKH,
NMPOrHo3MpoOBaHUs U TEPANUU», ABTOPLI
Adam D. Cohen u Raymond L. Comenzo
(Punanenndusi u bocron, CHUIA).

www.medprint.ru

CHCTeMHBIH ~ aMHJIOMI03  JETKHX
uerefi (systemic light-chain amyloidosis,
AL) BbI3bIBaeTCsl MaTOJIOTMUECKUMU
OesIKaMM JIeTKMX Lerneil MMMYHOIJIO-
OyJMHOB, KOTOPble COEIUHSAIOTCA U OT-
KJ1a/IbIBAIOTCS B BUJIE 0COOBIX (hUOPHILI,
MPUBOJS K HapylIeHHIO GyHKIMI opra-
HOB U CMEPTH, Yallle BCEro 0T CepAeyHON
HEJIOCTATOUHOCTH. ABTOPBI Ha3bIBAIOT
ero «IMpoOTEOTOKCHUECKOH KJOHAJNLHON
MJ1a3MOKJETOUHOH  60Je3HbI0»,  BHI-
3BAHHOHW aHOMAJILHBIMH MOJIEKyJaMH-
MpeALIeCTBEHHUIIAMH, KOTOPbIE UMEIOT

MOJIHOTO OTBETa, YacTHYHOTO OTBETa,
OTCYTCTBHSl OTBETa M TPOTPECCHH 3a-
6oJseBanus cocrasuaa 95,2, 73,8, 21,4,
3,61 1,2 % coorBercTBeHHO. TaKUM 06-
pasoM, U3 84 naiueHToOB TOJLKO 75 OblIH
KaHauiaTaMi  Ha  TOJIePHKHUBAIOLLYIO
Tepanuio pUTykcumadom. Y HHUX Oblia
ycranossiena MOD, koTtopas y nauunen-
108 B I[P onpeneJisinach B 27 % cayuaes,
He onpejeJssijach — B 57 %. OCHOBHBI-
MH OCJIOXKHEHUSIMHU TOCJIe TIePBOF JINHUH
Tepanuu OblJIM MHEJOTOKCHUHOCTh (29
nauuentos, 33,7 %) u undekuuu (34 %
nauuenToB). M3 75 6oJIbHBIX, HAYaBIIMX
MoJIy4aTh MOJJIEP’KUBAIOLLYIO Teparuio,
9 OblJIM HCKJIIOYEHDbI M3 HCCJIe/I0BaAHHS
n3-3a nporpeccud (1), TOKCHYHOCTH
(D) u mo pernienuto uccsaenoBates (3).
K wionto 2010 . 37 (49 %) naumnentos
3aBepLINJU MEPBbIH O MOAJEPKKH H
ObLJIM JIOCTYITHBI 1151 OLleHKH oTBeTa. M3
nux 24 (64,8 %) He HMeJH NPU3HAKOB
MOB. 8 nanuenTos ¢ npusHakamu MOb
nocJie TepBOH JIMHUU Teparnuu Ha (oHe
MOJJIePXKUBAIOIIEr0  JIUeHHsT  OblIH
pasjie/sieHbl Ha B TPYMMbL Y 3 UCUE3JH
npusnakn MOD, y octanbHbIX 5 oHa co-
XpaHsIach, HO YHCJIO JIEHKO3HBIX KJIETOK
CYILIECTBEHHO CHU3UJIOCK. ¥ 4 U3 5 nauu-
€HTOB C YaCTHYHBIM OTBETOM MOCJIE TIep-
BOH JIMHMH Ha (poHEe TOAJep:KUBalOLIEH
Tepanuu 3¢pGheKT OT JieueHHst CTOHKO
coxpaHsiJicsi, a y OIHOro 3aboJieBaHHe
nporpeccupoBasio. B 1uesom Ha oHe
nonnepxkusaioueil Tepanuu 70,2 % mna-
[IMEHTOB JIOCTHIJIH TIOJIHOTO OTBeTa (€3
npusnakos MOB u 97,3 % mnauuentos
COXPaHWJH OTBET, JAOCTHUTHYTBIH MOcCJ/e
MepBO¥ JINHUK TePATTHH.

Takum o6pasom, 10 TpeaBapu-
TeJIbHBIM JIaHHBIM, MOJJIEPKHUBAOLIEE
JiedeHre PUTYKCHMabOoM 1ocJie HMMYHO-
XUMHOTEPANEBTHUECKOTO BO3JEHCTBHS
no nportokoay FCR B nepso#i nunHuu
Teparuu CrocoGHO yJydlllaTh Ka4yeCTBO
JIOCTUTHYTBIX PEMUCCHIL, HEe yBeJHUHBAs
TOKCHYHOCTb W HE YXyJIlas KayecTBO
JKH3HU NMALHEHTOB.

HenpaBUJIbHYIO MPOCTPAHCTBEHHYIO
KoHpurypauuw. 3aboseBaemocth AL
cocrasaset 8—10 cayuaes na 1 000 000
HaceJsieHUsl B TOJ, CpEeJHHUI BO3pacT
Ha MOMEHT IMOCTAHOBKM JIHArHO3a —
63 roma, cpeaHsisi MPOAOJIKUTENBHOCTD
JKHU3HHU B OTCYyTCTBUE JleueHuss — 12 mec.
Hpyroii, Han6oJiee pacrnpocTpaHeHHbIH,
BHJI CHCTEMHOTO aMHJIONW103a — TpaHC-
TupeTuH TUMN (amyloidosis transthyretin,
ATTR),  Bbi3BaHHBIH ~ MyTaHTHBIMH
(HacJsie/ICTBEHHBIMHM) BapHaHTaMU  HJIH
JIMKMM  (CTapueckuUM) THIIOM TpaHC-
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