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Current therapies for AL
amyloidosis: literature review
and our data

A.G. Smirnova', S.N. Bondarenko', A.A. Kisina?,
A.V. Smirnov?, A. Tsander °, and B.V. Afanasyev’

ABSTRACT

AL amyloidosis is a relatively rare condition belonging to
plasma cell dyscrasias with very heterogeneous clinical
presentation and poor prognosis. This article presents a
brief description of AL amyloidosis, current therapies, and
our own statistics on new combination therapy outcomes.
We included 46 patients with confirmed AL amyloidosis who
received autologous stem cell transplantation and standard
combination chemotherapy, including melphalan + dexa-
methasone or bortezomib + dexamethasone.

Keywords: AL amyloidosis, therapy, hematopoietic stem
cell transplantation, melphalan, bortezomib.
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COBpeMeHHble METOAbI JIEYECHUS AL aMHJoHna03a:

0030p JuTEPATYpPbl U COOCTBEHHbIE JaHHbIE

A.I. Cmupnosa’, C.H. bondapenxo', A.A. Kucuna®, A.B. Cmupnosg?,
A. lanodep’, b.B. Agpanacves’

PE®EPAT

AL amunompgos — [octaTtoyHo pefkoe 3abornesaHne u3 rpynnbl naa3mo-
KIETOYHbIX OUCKPa3ui, MMetoLlee KpanHe HeOoOQHOPOAHYH KITMHUYEeCKYH
KapTUHY U Nnyoxon NporHo3. B ctaTbe npeacTaBfeHbl KpaTkoe onucaHue
OAHHOM naTonormm, 0630p COBPEMEHHBLIX METOOOB JIeYEHUs, a Takxe
CO6CTBEHHbIE AaHHbIE. B nccnegosaHme BKNOYEHO 46 60SbHbIX C gUarHo-
3om AL amunounposa, Kotopbie nony4anun ne4d4eHne Kak ¢ nMCnoJib3oBaHnem
ayTOJ'IOI'W-IHOﬁ TpaHcnnaHTaunm remMono3Tn4eCKmnxX CTBOJ10BbIX KITETOK, TakK
M CTaHOapTHOM XMMUoTepanun, BKAHaloLLen kKoMbmHaumm gekcameTaso-

Ha ¢ MendanaHom unm 60pTe30MNOOM.
KniouyeBble crnoBa:
AL amnnonpos, neyeHune, TpaHcnaHTaumsa reMonoaTMHeCcKnx CTBOJSIOBbIX

KNeToK, MendanaH, 6opTe3oMmo.

BBEJJEHUE

AL amMuI0Mn03, WJIKM NEPBUUHBIN CH-
CTEMHbId aMUJIOUJ03, — CHUCTEMHOE
3aboseBaHKe, NP KOTOPOM MpOUC-
XOJIUT OTJIOXKEHWEe B TKaHfX Hepac-
TBOpUMOro (uOpUIIsIpHOrO OediKa,
amuiouaa, obpasymwouierocss 3a cyer
M30bITOYHON MPOAYKLUUU CBOOOJHBIX
JIerKUX Uened UMMYHOIJIOOYJIMHOB
(CJIL) kJOHaNbHBIMH  NJIa3MaTH-
YECKUMHM KJIETKaMHu, YTO TPUBOAUT
K HapylleHul0 (YHKUMI OpPraHoB H
cUCTEM.

B nassanuu AL amuiaonpos «A»
o3Hayaer amuaoma, «L» — jerkue
en UMMYHOTJIO0YIMHOB.

AL aMUJI0M103 MOXKET ObITh CBSI3aH
C MHO2KeCTBeHHOM MuesioMmol (MM ) uiu
Japyrumu - B-kierounbiMu - sinmdoripo-
JepaTUBHLIMH 3a00J1€BAHUSIMU, HO B
GOJIBIIMHCTBE CJIy4aeB sIBJISIETCS] CaMO-
crosiTesIbHBIM - 3aboJsieBanneM. Yacro-

ta AL amuniounnosa cocrasisietr 8 ciy-
yaeB Ha 1 000 000 naceseHusi B Tof.
My>kunHbl  G0JICIOT HECKOJILKO yallle,
yeM KeHlIMHbl. Meimana Bo3pacra K Mo-
MEHTY JIMaTHOCTHKHU COCTaBJIsieT 63 rojia.
Tosbko y 10 % TMalleHToB 3a60/1eBaHHe
BBISIBJIsIETCS B Bo3pacTte MoJsioxke 50 JieT.
AL aMuJ101/103 pa3BMBAETCS IOCTATOUHO
ObICTpPO, 1 €3 JieueHUs] MeJIHaHA BbIKH-
BAEMOCTH TALMEHTOB PEJIKO MPEBbILIAET
1 ros1 u3-3a MPOrpeccUBHOrO yXyJillIeHHsI
yukuun opranos [ 1].

[Ipn AL amusonnose Haubosee
4acTo MOpaXkalTcest MOUKH U cepjlle, a
takeke neuenb, JKKT, HepBHast cucrema
M Msrkue TkKaHd. Makporjoccusi u
nepuopGUTaIbHas Myprypa OTHOCSATCS
K MaTOrHOMOHUYHBIM TIPU3HAKAM 3TOTO
3aboJsieBanust. Y 1/3 NaLHUeHTOB HMEETCsI
nopakeHue Tpex uiu 6oJiee OPraHoB U
cucrem [2].

Hannune oT/ioxKeHHH aMHJIoWaa B
MHOKapjie cuurtaetcsi HauboJsee HebJia-

TWHCTUTYT ETCKOIA rematonorum, OHKoNorAv 1 Tpasennaxtonorun um. P.M. Top6ayesoir CI16I MY
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Puc. 1. O6as BbpKMBaeMocTb 60nbHbIX AL amnnongosom B rpyn-
nax ¢ pasnu4yHsiM yposHem NT-ProBNP 1 ceppevHon hopmoint Tpo-
noHuHa | (cTnl) [3]

FONPUSATHBIM MPOTHOCTHYECKUM (hakTopoM. B ¢Bf3n ¢ 9TUM
JU1s1 paHHEH IMarHOCTHKM NopazkeHus1 cepjla Oblia pazpado-
TaHa CUCTEMa CTAUPOBAHHUs, OCHOBAHHAs HA ONpeleJeHUH
TaKHX MapKEPOB TOBPEKICHHUS MUOKAp/a, KaK TpornoHuH I u
N-KkoH11leBO# M0O3roBo# HaTpuityperrueckuil nponentus (NT-
proBNP) (puc. 1) [3—5]. [TauueHnTsl ¢ pe3ko MOBbIILIEHHBIM
YpPOBHEM 060UX (DEPMEHTOB UMEIOT HAUXYALLMI TPOrHO3. DTH
MapKepbl TAKKe TOMOTaloT OLEHUTb 3PPEKTHBHOCTb T€PaTHH.
X ypoBeHb CHHXKAETCS y NALMEHTOB C MOPaXKEHHEM Cep/Lia
npu ymenbliennu CJILL B pesysbrate sieuenus (puc. 2)[6].

Konuenrpauus amusonnorennbix CJIL B chiBopoTke
B Je6loTe 3a00JIeBaHUSl TaKKe ONpelessieT TsKeCTb Mo-
paxkeHusi opraHoB 1npu AL aMHJIOUI03€ U CJTY2KUT CaMOCTOSI -
TeJIbHBIM POrHOCTHYeCKUM hakTopoM (puc. 3) [7—9].

[lo coBpemennoil kjaccudukaunu, AL amunonnos,
Hapsay ¢ MM, ortHocutcst K rpymnmne 3aboJeBaHuid, 060-
3HAUEHHbIX KaK MJIa3MOKJIEeTOUHble AMCKpasuu. B nx ocHose
JICKUT KJIOHAJbHAS TTPoJIUepallnst 3/10KauyeCTBEHHbIX MJ1a3-
MaTHUECKMX KJETOK B KOCTHOM MO3re, KOTOpble HaYHHAIOT
NPOIyLMPOBATh MOHOKJOHAJbHBIA napanporeud. Oo6uas
npupoaa 3THX 3a60JIeBaHHH MO3BOJUIIA NPEANON0XKNTD, YTO
¥ METOJIbl JIeUeHHs1 MOryT ObITh 06LKUMHU. B ocHOBe Tepanuu
AL amuson103a JieXKUT MoJaBJIeHHe WK SJUMHHALMS [aTO-
JIOTHYECKOTO KJIOHA MJIa3MaTHYECKHUX KJIETOK, B CBA3H C YeM
UCNOJB3YIOT cXeMbl XumuoTepanuu (XT), HagHauaemble Tpu
MM. OnHako ux npuMeHeHue y 60/bHbIX AL aMHIon1030M
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Puc. 2. O6Las BbKMBAEMOCTb 60/bHbIX AL ammnongo3om B 3a-
sucumocTn oT ypoBHa NT-ProBNP nocne nedenus [6]

COTIPOBOXKIAETCST 3HAUMTENBHO GOJIbIIEH TOKCHYHOCTBIO H
yBeJIMUEHHEM JIETATbHOCTH, CBSI3AHHOH C JIeUeHHeM, 3a CUeT
HAJINYHUsT TOJTMOPraHHbBIX OPaXKeHHUH.

e Teparuu AL amusonnosa CHH3UTb T1PO-
nykuuio  CJILL, koTopble (hOpMHUpPYIOT aMWJIOWA, 4YTO TMPH-
BOJMT K YJydllleHHuto (DYHKIMKM MopaxkeHHbIXx opraHoB [10].
Jnist otieHKH 3 heKTUBHOCTH Teparii UCIOJb3YIOT KaK reMa-
TOJIOTHUECKHE, TaK U KIMHIUeCKHe roKazatesd. OGHOBIEHHbIe
KPUTEPHH IeMaTOJIOMHYECKOT0 M KJIHHHYECKOTO OTBETOB ObUIN
npencTaBieHbl Ha 12-M MeXIyHapomHOM CHMIIO3MyMe 10
amusioniosy (taba. 1) [11]. lokazano, uto gocTixKeHue rema-
ToJiorndeckoit pemucen (I'P) npusonut K yBesmueHnio oo1e
BoikruBaeMoctd (OB) Gosbhbix (puc. 4). BaxkHO OTMETHTD,
YTO TeMAaTOJIOTHUECKUH W KJIMHUYECKHI OTBETbI HEOOXOIMMO
OLIeHMBATbL BMeCTe, T. K. JIOCTIKEHHE TOJIbKO IeMaTosIornye-
CKOTO OTBETa He YJIyulllaeT ToKa3areJieil BbhKuBaeMocTH | 12].
KsmHudeckuii 0TBET MOXKET OTCTaBaTh OT reMaTOJIOMHYECKOro
Ha HECKOJILKO MecsilieB, a yBesmuenue yposhst CJ1LL, naoGopor,
MO2KET OIepesKaTh MPOrPeCCHI0 CUMIITOMOB 3abosieBanusi [ 13].

CrangapTHas XnumuoTepanus

Meusndanan ¥ MpegHU30JI0H JUIsi TIpHeMa BHYTPb ObLIH
nepBoil cxeMoil Tepanuu, Kotopyio B 1978 1. ucrosib3oBasu
R.A. Kyle u PR. Greipp n1st neuenust AL amusionnosa. Onu
JI0Ka3aJIu 10J103KUTesbHOe BiusiHue X T Ha (hyHKIHIO OpraHoB
1 YMeHbIlIeHHEe OTJIOXKEHHs] aMUJIOUIa B MeYeHH MyTeM I0-
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Puc. 3. O6Lias BbXMBAEMOCTb 6051bHbIX AL amnnonao3om B rpynnax 605bHbIX C pa3fvyHbIM COOTHOLLEHWEM YPOBHEN CBOGOOHbBIX NErKNX

uenen MMMYHOrNoGYNNHOB k/A [7]:

A— HOpMalibHOe U aHOMaJslbHOe COOTHOLLEeHME; 5 — BbICOKOE 1 HU3KOE COOTHOLLIEHME
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AL amunoupo3

Tabnuua 1. Kputepum KNMHUYECKOro 1 reMaToniorm4eckoro oteeTos [11]

Knuuuyeckuin oTeet

YMeHbLLUEHNEe CepAedHON HegocTatoqHoCTH Ha 2 knacca no NYHA (Hblo-MopKckas kapauonoruyeckas accounaums) 6e3

HeT yBennyeHns TonLwmHbl 1eBOro xenyaoyka n/unu ymerbiuenns NT-proBNP (= 30 % n = 300 Hr/n cOOTBETCTBEHHO)
MpY CKOpPOCTM K1y604KoBOI chunbTpaumun = 45 mn/mun/1,73 m?

YMEHbLUEHNE CYTOYHOI JKCKpeLun 6enka ¢ Mo4oit Ha 50 % NpW OTCYTCTBUKN YMEHbLLEHNA KNPEHCa KPpeaTuHNHa

Cepaue YMeHbLLEHNE TOMLLNHBI MEXOKENYA04KOBO Neperoposkm Ha 2 Mm
YBenuyeHne gpakumum Beibpoca Ha 20 %
YBENMYEHUS J03bl ONYPETUKOB
Moykn
= 25% ¥ yBenu4eHus ypoBHs KpeatnHuHa = 0,5 mr/an
leyeHb

MEHbLUEHNE NCXO/IHO MOBbILIEHHON aKTUBHOCTY LLEN0oYHOM hocatasbl Ha 50 % 1 pasmepa ne4veHu Ha 2 cm
Vi 50 % 2

lemartonoruyeckuin oTBeT

[TonHas pemucens

OyeHb xopoLLas YacTU4Hasa pemmccus
YacTuyHas pemuccus

HeT pemuccun

Pasnuua CIL < 40 mr/n

Mpoune Kputepun

YmeHbLuerune pasnuubl CI1L Ha 50 %

OTpuuartensHas ummyHodukcaums CJL| (kpoBb 1 Mo4a), HOpManbHOe COOTHOLLEHWE K/A

0:9 _H_\_‘_‘_\
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Puc. 4. O6L1as BbPKMBaEMOCTb 60MbHbIX AL amnnongosom B rpymn-
nax ¢ pasHbIM remaTonorn4eckum oTeseTom [57]

BTOpPHBbIX OHoricHil [ 14, 15]. B uccnenopannu mesdanana u
NPEIHU30JI0HA 10 CPABHEHUIO C KOJXHLIMHOM, KOTOPbIH LIH-
POKO HCIIOJIb3YyeTCst TIpU JieueHun AA amMuIonno3a, MeauaHa
OB 60J1bHBIX, MOJYyYaBLIMX MeJidasal U NPeJIHU30J0H, yBe-
Juuudack ¢ 8 10 18 mec. HactoTa remaTo iornieckoro oTeeTa
cocraBusa 20 %, MenuaHa JOCTHXKEHHs oTBeTa — 12 Mec.
[16, 17]. OnHako y naugeHToB, MpoXKHUBLIKMX GoJiee 3,5 roaa
nocJie JiedeHust MeJipanaHoM, PUCK Pa3BUTHS MUEJIOAUCIIIA-
CTHYECKUX CHHIPOMOB M BTOPHYHbBIX JIEHKO30B JOCTHIaJl
20 %.

B muorouenrposom uccnenosanuu Il dassl Southwest
Oncology Group (SWOG) npu mnyJbc-Tepanuu jekcame-
TA30HOM C MOCJEAYIOUIMM Ha3HAYEeHHEM JeKcameTasoHa U
UHTEP(EPOHOB-a B MOJICPKUBAIOLLEM PEKUME TOJYYEHO
53 % remMartoslorMueckux OTBETOB, B T. 4. 24 % MoJHbIX
pemuccuii [ 18]. Hacrora kiaunuueckoro otsera (KO) paBna
45%. Memana BbLDKMBAeMOCTH cocraBuia 31 mec. npu
2-netneit OB u 6eccobbitniinon BekuBaemoctu (BCB) 60
1 52 % COOTBETCTBEHHO.

Wranbsinckue  ucenenosatesnu  (Italian  Amyloidosis
Study Group) nauuenram, He MNOJIXOASIIMM Jyis ayToOJO-
TMYHOH  TpaHCIUIAHTALMM  TeMOMOITHUECKUX — CTBOJIOBbIX
kaetok (ayroTI'CK), nasnauanu nepopasbhbiil Mesdasian
u Jiekcamerazon. Yacrora I'P yBennuusach jno 67 %, B
T. 4. MOJHBIX rematosorudeckux pemuccuit (I1TT'P) — 1o
33 % [19]. Meanana 10CTHKEHHSI OTBETA yMEHbLINIACh [0
4,5 mec. Yacrora KO cocrasuna 48 %. J{os0:KeHo 0 2 cy-
yasix JeTaJbHOrO HCXO0/1A, CBSI3AHHOTO C JIeYeHUEM B MepBble

www.medprint.ru

100 nHeit, a y 1 naumeHTa AMarHOCTHPOBAH MHEJIOIMCIIIA-
ctuueckuil cunipom. Menuana OB nipeBbicuia 4 roaa.

Takum o6pazom, KomGUHaLIUS MesihasiaHa ¢ leKkcamera-
30HOM Obl1a 6oJiee SPPeKTUBHOM, YeM HA3HAYEHHE TTPEAHHU-
3oJioHa. OJIHAKO BbICOKAsl 4acTOTA MUEJIOAUCIIACTHYECKUX
CHHJIPOMOB TIOC/Iy?KHJ1a OCHOBAHUEM JUIsl TOUCKA HOBBIX CXEM
Jedennst AL amumonnosa.

Hosbie npenapatsl

YerelHoe  MCMoJib30BaHME HOBBIX [pernapaToB, Ha-
npUMep HMMYHOMOJYJIATOPOB (TaNMAOMUIL, JICHAJIHIOMHUL,
NOMaJIIOMHUIL), a TakkKe HHruGuTopa mnporeacom (6op-
Te3omMu6) B JjiedueHun MM Mo3BOJIMJIO MPUMEHSITL MX MPH
AL amusounose.

[lepBble pesy/ibTaTbl MOHOTEpANUH TaJMAOMHIOM B
Mayo Clinic nokasanu KpaiHe HU3KYI0 NepEeHOCUMOCTD Ma-
1peHtamMu ¢ AL aMHJIon1030M BBICOKHX /103 Tipenapara [20].
Bce 12 60/bHBIX HE CMOTJIM 3aKOHUHUT JieueHre (6 — u3-3a
no6ouHbIX 3 deKToB, 4 — H3-3a nporpeccupoBaHus 3a6o-
JieBaHusl, 2 nalyeHTa yMepJiu).

B knunuueckom ueesenopann [talian Amyloidosis Study
Group (II dasa) ucnosbzoBascst TaJIUIOMKL U JleKCaMeTa30H
B KauecTBe BTOpOW JiHWUM Tepanuu AL amusounnosza [21].
Hauasibnas no3a tanuaomuaa obia 100 Mr ¢ nocsieyioninm
yBesindenneM jio 400 mr u iekcameradon 20 mr B 1 —4-ii 1eHb
Kaxble 3 Hen Yacrora I'P cocrausia 48 %, B T. u. 19%
[1T'P, npuuem apchekt GbLa Jyulile y TalHEHTOB, TOJYYaBIINX
6oJiee BLICOKYIO 103y TajuaoMuaa. Meuana 10CTHKEeHUS OT-
BeTa yMeHblmMach 10 3,6 mec. Yactora KO cocrasuna 26 %.
TokcHyHOCTB, CBA3aHHas ¢ JiedeHueM, Oblia 6oJ1ee BbICOKOH,
yeM y 6osibHbIX MM, noJiyyaBlIMX aHAJOTHUHYIO TEparnulo,
u pocrurana 65 %. Yacmomu nobounvimu sggexmanu
OovLaL 3a0epicka HUOKOCMU U KAUHUHECKU 3HAYUMAS
bpaduxapdus 6e3 yseauderus uxnmepsara QT, moeda
Kak Heldponamus u mpomboandoiutecKue OCAOMHEHUS
scmpeyaauceo pedko. Takum 06pa3om, Ha3HaYeHUE MEHbLLEH
JI03bl TAJIMOMM/IA 110 CPABHEHHIO C MPEAbILYLIHM HCCIe10Ba-
HHEM U J100aBJIeHHE JleKCAMeTa30Ha MO3BOJMJIM YJIyYLIHTh
pe3yJibTaThl JieueHHst alueHToB ¢ AL aMuiionno3om.

Jlydiine pesysbrathl Jieuenust AL amusiongosa ¢ wuc-
noJsib3oBaHueM cranaapTHoi xumnorepanuu (¢XT) nokasasno
ucesnenopanne  National Amyloidosis Centre (Besunko-
6putanust) [22]. Ilpu ucnosbzoBanuu 1ukiaodochamuia,
TaJMJIOMUJIA U JIeKcaMeTa3oHa JIOCTUTHYTO 74 % I'P. B T. u.
21 % IIT'P. KO nostyuen y 27 % GosbHbIX. Meuana BblxKu-
BaeMocCTH cocTaBusa 41 Mec. oT HavaJia Tepanuu, 3-JeTHss
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Tabnuua 2. CpaBHWTENbHAS XapaKTEPUCTVKA CXeM JleHeHWsi GOJTbHbBIX C NePBUYHBIM aMUITOUA030M

KnivKa, asTop fon Cxema Yueno ro Mepuana poctixenus M0 K0,% TokcuyHoCTb
6onbHbix  (MP),% u/vwnu NP, mec. (lI-IV cTenenu), %
Mayo Clinic, R.A. Kyle, P.R. Greipp 1997 MendanaH, npeaHN300H 220 20 12,0 44 —
SWOG, M.V. Dhodapkar 2004 [lekcameTasoH, UHTEPdEPOH-c 87 53 (24) 3,5 45 53
[talian Amyloidosis Study Group, G. Palladini 2004 MendyanaH, AekcameTa3oH 46 67 (33) 45 48 11
Italian Amyloidosis Study Group, G. Palladini 2005 Tanuaomua, AeKcameTa3oH 31 48 (19) 3,6 26 65
National Amyloidosis Centre, A. Wechalekar 2007  Linknococchammg, 75 74 (21) 2,0 27 60
TMAOMUA, ieKCaMeTasoH

Mayo Clinic, A. Dispenzieri 2007 JleHanuaomuA, LEKCaMeTasoH 23 67 (29) 6,2 41 86
Boston University Medical Center, 2007 JleHanuaomuA, LeKCameTasoH 34 67 (29) 55 21 65

V. Sanchorawala

National Amyloidosis Centre, A. Wechalekar 2008 bopTte3omu6, feKkcameTasoH 20 80 (15) 2,5 38 40

[0 — rematonornyeckunit oTBeT; [P — nonHas pemuccus; KO — KNUHNYeCKii 0TBeT

OB B rpynne I1I'P cocrauaa 100 %, B rpymnne 4acTHUHbIX
rematosiornueckux pemuccuii (UIP) — 82 %. Tokcuu-
HocTh Bbille Il crenenu Habuaionanach y 60 % GOJIbHBIX,
8 % MalUeHTOB IPEKPATHIH JIedeHHEe B CBA3H C TOOOYHBIMHU
spdekTamu. JleTaabHOCTb, CBA3aHHAS C JiedeHHEeM, He npe-
Bbicua 4 %. EQMHCTBEHHBIMM He3aBMCHMBIMH (DaKTOPaMH,
BJMSIIOLIMMHU Ha nokasaTesu OB, Obuin poctikenue [P
M coMaTHuyeckui cratyc. Hasznawenue maaudomuda 8
Kawecmse nodoepacusaroujeli. mepanuu YAywwuio no-
kasameau bCB, no ne nosausaro na OB.

McenenoBanus AByX aMepuKaHCKuX wLeHTpoB (Mayo
Clinic u Boston University Medical Center), nocssiiiieHuble
CJIeyIolEeMy TOKOJEHHI0 UMMYHOMOJYJIITOPOB  (JIeHAJH-
JIOMHL), TaKxkKe [M0KaszaJu HeOOXOAUMOCTb CHUXKATb J103Y
npenapara u j106aBJsiTh Jekcamerazon [23, 24]. Yacrora
I'P cocrasuna 67 %, B 7. u. 29 % I1T'P. KO nosnyueny 41 %
6oJibHbIX. Onnako TokenyHocts III—IV crenenu nocrurasna
86 %. Xapakmep ocaoscrenutl 6bia UHOL, wem npu me-
panuu maaudomudonm. Yawe eceeo umean mecmo colno u
HelimponeHus.

Mmmynomonyasitop Il noxkosenuss momanuaomMusa B
COUeTaHUM C JeKCaMeTa30HOM T03BOJIMJ MosyuuTsh [Py
47 % nauMeHToB C npejecTBylomum JedenrneM. OnHaKo
npoctuxkenne I'P conpoBoxkaanoch MoBbILIEHHEM YPOBHS
NT-proBNP, uto TpebyeT nanbHeHLIHX HCCACA0OBAHU
JUIsl TIOJlyYeHHUsl OTBeTa Ha BOINPOC, JNCHCTBUTEJBHO JIH
9TO TPOSIBJACHHE KAapAMOTOKCHYHOCTH [OMaJMIOMHU/A.
Tokcuunoctb Il ctenenu u Bhllle Habaoganach y 56 %
NaUMEHTOB, Yauje 8Cee0 UMeAU MeCmo Helumponenus u
carabocmo [25, 26].

Jannbie National Amyloidosis Centre no wucrosib3o-
BaHUIO MHTMOUTOPA npoTeacoM GopTe30MHOa y MALUEHTOB,
NpeaBaPUTENLHO NOJMyYaBLIMX TEPANHUIO, B T. Y. TAJTHIOMHIOM,
TaKxKe MO0Ka3bIBAIOT BLICOKYIO 3PPEKTUBHOCTb ITOTrO Npena-
para, HO JieyeHHe COMPOBOXKAAECTCS BbICOKOH TOKCHUHOCTbIO
[27]. Yacrora TP nocturaer 80 %, B 1. u. 15 % I1I'P. KO
nonyyen y 38 % 6o/bHbIX. OIHAKO TOKCHUHOCTD Pas/MyHO
crenenu nabsonanach y 75 % nauuentos, us nux B 20 %
cayuyaes — rnosuHeiiponatus. Kpome Toro, 40 % 60.1bHbIX
NPEKPaTUIIN JIeYeHHE H3-3a OCI0KHEHUI TeparnuH.

[Ipu nobaBnenun k 6opTe3oMuby JaeKcameTasoHa IMpH
peuuauBax 3aboJjeBaHusl JMOO y MAaLUMEHTOB, HE SIBJSIO-
LIMXCSl KaHAMIaTaMH Ha BbICOKOLO3HYI0 XHMHOTEpAIluio,
6bw10 gocturuyto 94 % TP, B 1. u. 44 % I1T'P u 28 % KO
[28]. Cpentee Bpemsi noctuzkenust ['P cocraBuiio 1 mec.,
KO — 4 wmec. Jleyenue npexpatuno 44 % naupenTtos us-3a
no6ouHbIX 3PdeKkToB Gopredomuba, HanboJiee YACTbIM H3
KOTOPbIX Obl1a HeHpOTOKCHYHOCTL — 67 %.
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Kom6unauusi 6oprezomuba, mesdanana u jekcamera-
30Ha MO3BOJIMMA yBeJaHUMThL yactoty [P 1o 83 % [29, 30],
a coyeranue uuknodochamuna, GoprezoMmuba M jaeKcame-
tazona — 10 93 % [31]. DTu uccaenoBanus BKIOUAIN KaK
GOJIbHBIX C BIIEPBbIE BbisiBJAeHHBIM AL aMHUJIOHI030M, TaK U C
peuuaBaMu 3a60J1€BaHHUS.

B ta6s. 2 npuBeaeHbl pe3yJsibTaTbl HEKOTOPbIX HCCJIE0-
BaHu# cxem cXT.

Hecmorpst Ha MHorooGewiaiolide pesysnbraTbl B JI0-
CTHXKEHHUU TI0JIOXKHUTEJbHBIX OTBETOB [PH HCIOJb30BAHHU
HOBBIX TPENnaparoB B JICYEHUH MHOXKECTBEHHOH MMEJIOMbI,
JIAHHbIE OTHOCHTEJIBHO AJUTEAbHOCTH pemuccuit 1 OB noka
OTCYTCTBYIOT. [l BBIPAGOTKH ONTHUMAJIbHBIX PEXKHUMOB,
BKJIIOYAIOUIMX HOBbIE JIEKAPCTBEHHbIE CPEACTBA, TPEOYIOTCS
JaJIbHEALIHE HCCIe10BAHMS.

BbicokogosHaa xummnotepanua ¢ aytoTICK

Boicokonosnasi xumuorepanus (BJIXT) ¢ ayroTI'CK
BIlepBbIe IpUMeHeHa 1Jist Jeuenust AL amusonnosa B Boston
University Medical Center[32, 33]. B nepBoe nccisieoBanue
BKJIIOUEHO D nanueHToB, a B 1998 r. ux unc/io yBeJMInIoCh
110 25.

AddekruBrocts BIXT ¢ ayroTI'CK B sieuenun AL amu-
JIOUJ103a JI0Ka3aHa BO MHOTHX LIEHTpax. DTOT METO/L JIeueHHsl
JIeMOHCTpUpYeT Bbicokyio uactoty [P (okoso 40 %) u KO
(25—45 %), menuana OB cocTapasieT oko10 5 jieT [34—38].
Mmetotest nanHble 0 GoJbLIEH YIMTENBLHOCTH PEMHUCCHI U
aydieit OB nocsie ayroTI'CK no cpasnenuio ¢ XT [39, 40].
OnHako BBICOKasi JIETalbHOCTb, CBfI3aHHAsl C JIEUCHHEM,
CYLLECTBEHHO OrpaHMYMBAET TMPUMEHEHHE 3TOr0 METOJA.
YMeHbLIEHHE YacTOThbl OCJ0KHEHUH BO BpeMsl MPOBEICHHS
aytroTI'CK pocturaercsi nyrem TiiateJbHOr0 oT6opa naiu-
€HTOB, HO NIPH 5TOM °/, GOJIbHBIX C BIIEPBbIE BbisiBJEHHbIM
AL amusion1030M He MoryT ObiTh Kanaupatamu Ha BJIXT B
CBSI3U C TSIKECTbIO TOPAXKEHUS] OPraHOB U CHCTEM.

Ha ocHoBaHMM pEeTPOCIEKTHBHOTO aHa/ju3a JaHHbIX
Mayo Clinic R.L. Comenzo u M.A. Gertz (2002) npenjio-
JKeHa CTpaTH(UKALMS PUCKOB /IS MALHEHTOB — KaHAMIATOB
na ayroTI'CK (ta6a. 3)[41, 42].

B 3aBHCHMOCTH OT rpymnibl pucKa M Bo3pacta TEMH ke
ABTOPaMH OblJIM MPEI0KEHbI PA3J/IMUHbIE MPaaliii 103 MeJl-
(hasiaHa B peKUMe KOHIMLUMOHMPOBAHHUS C LIEJIbl0 CHU3HUTh
JIETAJIbHOCTD, CBSI3aHHYIO C JieueHureM (Tabul. 4).

[pynna wuccaenopareseit u3 Boston University Medical
Center B 201 | . ony6siMiKOBaJia CBOU MOCJIHUE PE3YJILTAThI
10 JieueHHIo 60JbHBIX AL aMUJIOHI030M C HCIOJIb30BAHHEM
BJIXT mendananom ¢ ayroTI'CK [43]. B nepuon ¢ 1994 no
2008 r. B uccaenosanue BrJoyeH 421 naument. Menuana

KIMHUYECKAS OHKOTEMATOJIOTHS



AL amunoupo3

Ta6nuua 3. Ctpatudmkaumsa pucka aytoTI CK npu AL amunonpose

Tabnuua 4. Mpynnbl pucka aytoTIFCK 1 fo3bl mendanaxa

['pynna pucka Mpu3naku [pynnbl pucka Bospact [lo3a mencpanana
Husknin JTio601 Bo3pact Huskun < 60 net 200 mr/m?
Mopaxenwe 1 unn 2 opraHos 61-70 net 140 Mr/m2
HeT nopaxeHus cepaua > 71 roma 100 mr/m2
Knupexc kpeatnHuHa = 51 ma/muH .
. [pOMEXYTOYHbIA < 60 net 140 mr/m?
[pomexyTouHbIn  Bo3pacTt meHee 71 rofa
61-70 net 100 mr/m?

1 Mnmn 2 nopaXKeHHbIX OpraHa

MopaxeHue cepaua unm noyex

Knupexc kpeatuHuHa = 51 ma/muH

BeccumnTomMHOe nnn KOMNEHCMPOBAHHOE MOPaXEHNE cepala

[MopaxeHune 3 opraHoB
EcTb cumnTombl nopaxeHus cepaua

Bbicokuii

OB cocraBuiaa 6,3 roga, megnana bCB — 2.6 ropa. I1I'P
nocturuyta y 43 % nauuentos, KO — y 53 %. Ilpu stom
meanana OB 6buia Bbillie B rpyrine MaiuueHToB, JTOCTUTIINHX
[II'P, no cpaBHeHuto ¢ GosibHbIMM, He pocturiuumu [1I'P
(13,2 vs u 5,9 rona), Tak ke Kak u mequana bCB — 8,3 u
2 roza cootBetcTBeHHo. Ha noctmkenue I'P nonoxkurteibHo
BJIMSIIM TIOJIHAsA j103a Medidanana, k-tun CJILL, orcyrcrue
nopakeHust cep/illa U ypoBeHb 11leJIouHol docdartasbl MeHee
200 en./1. JleTasbHOCTD, CBI3aHHAS C JIeUeHHEM, COCTABHJIA
11,4%¢c yMeHblLIeHHeM JI0 5,6 % 3a MOCJIeIHHE D JIeT.

Ha ocHoBanun aHanu3a moJiydeHHBIX Pe3yJIbTaToB
ABTOPbI OTMEYAIOT, YTO COOTBETCTBHE MAIUEHTA KPUTEPHUSIM
or6opa aast BIIXT ¢ ayroTI'CK u HazHaueHust MOJHBIX J103
Mesichasiana yxke camo 1o cebe siBjsieTcst (hakTopom 6Jiaro-
NPUSITHOTO TPOTHO3a. DTUM OObSICHSIETCS, B YaCTHOCTH,
OTCYTCTBHME HEraTHBHOTO BJIMSIHUSI MOpaXKeHUsI cepjila Ha
nokazatesu OB u JsietanbHOCTb, CBSI3aHHYIO C JieUEeHUEM.
[TatMeHThbl ¢ KJIMHHUYECKM 3HAYUMbIM TOpPaXKEHUEM cepjila
ObIJIH HCKJTI0YEHBI HCXO/IHO.

BaxkHo otmeTutb, uto oTcyTcTBUE nocTvxkeHusi [II'P
HeJlb3sl paclleHUBaTh Kak Heyjauy Jiedenusi. KO B 3Toil rpynre
nosyuen y 39,1 % 60.1bHbIX, a Menuana BCB nocturaa 2 jet
6e3 Ha3HaueHUsl JIOTIOJHUTEJLHON TeparuH.

JlIBoiinas ayToTICK

Bnepsoie peaysbrarts aoiiHoi ayroTT'CK ony6umkosada
B 2007 r. rpynna u3 Boston University Medical Center [44].
M3 53 60ubHbIX AL amusiongo3oM 17 yeJioBek, He JOCTHUTLIHX
[IT'P nocne nepsoit ayroTI'CK, nosyunsnu BTOpoit Kypc
BIXT mendananom. M3 nux y 5 (31 %) ynanoch poctuub
[1II'P, yBeanuuB Tem cambiM yactoty [II'P B uccnenopanuu
110 60 %. D1u e aropbl B 2011 . ony6MKoBaNM pesyJib-
Tathl Jeuenust 11 naunentos ¢ peunnuom AL amusonnosa
nocsie aytoTI'CK ¢ nomouipio BTopoii Tpancniantaiuu [45].
[TosTopuyio TP ynanoch noayuutsb y 4 (36 %) GOJNbHBIX.
BaxXHO OTMETHTb, YTO B MEPBOM MCCJEIOBAHUM B IMEPBbIE
100 nueit ymep | nauueHt, a BO BTOpOM yMepLIUX He ObLIO.
Takum o6pasom, nposejienne Bropoil BIIXT mesdananom c
aytoTI'CK nipu sieuenun AL amuionioza BO3MOXKHO.

ApvioBanTtHas Tepanns

MtuorooGelalonKM  TIPeJICTaBJAseTCs]  Ha3HayeHHe
HOBBIX mpenapatoB nocje ayroTT'CK. AmepukaHckue wuc-
cnenoBaresu us Memorial Sloan-Kettering Cancer Center
MPOBEJIH POCTIEKTHBHbBIE HCCIIEI0OBAHNST KOMOHMHHPOBAHHOTO
nojxoaa: ayroTT'CK ¢ agbloBaHTHO! Tepanuei Tajiu0MUI0M
U JlekcameTasoHoM [46], a Takke 60pTe3oMHOOM U jleKca-
metazoHoMm [47]. [TauuenTsl, He nocturiine ['P uepes 3 mec.
nocyie aytoTT'CK, B Teuenne 9 mec. nosiydasin Tepariuio

www.medprint.ru

Bbicokuii XumunoTepanus Uiu KIMHUYeCKne nccnefoBaHns

JIEKCAMETA30HOM M TaJUJOMHJIOM HJH JeKcaMeTa3soHOM H
6opTe3oMu60M. B iepBoM HccsiejoBaHHH Yepe3 3 Mec. MocJie
ayToTI'CK TP nonyuena y 61 % nauunentos. Yepes 12 mec.
rnocJie HasHAa4YeHHs TAJUIOMHUIA U nekcameTtazona ['P Oblia
pocturuyta y 77 % 6oabHbX, B T. 4. 38 % IIIP. Y 52 %
natpentoB Obl1 nosyuen KO, y 29% — crabuansauus
3abosieBanust, U 19% TALUEHTOB HMMEJH KJIMHHUCCKHE
npusHaku nporpeccupoBanusi. [1pu menuane HabuioneHust
20 mec. OB cocraBuna 76 % u memuana OB He 6bli1a J10-
crurnyra. [1pu Hagnauenun 6opresomuba U JieKcamerazoHa
B KayectBe ambioBaHTHOH XT wactora I'P yBesnuunacs no
96 %, B T. 4. 65 % noanbix pemuccuii. KO noayden B 60 %
caydaeB. Jloza mesipanaHa B perkUMe KOHAMIIMOHUPOBAHMS
He BJIMSIIA HA 4acTOTy pemuccuil. B 3Tux uccsenoBaHusix
JIeTaJIbHOCTD, CBSI3aHHAs! C JeueHueM, coctaBuaa 4 u 11 %
COOTBeTCTBeHHO. Heo6Xxoaumo nanbHeiiliee uayuenne Takom
KOMOWHMPOBAHHOH Tepanuu ¢ ucnoJbzoBanueM BJIXT ¢
ayTroTI'CK B kauecTBe HauYa/ILHOM Tepanuu.

Wnpykynonnas Tepanna

3anaua MHIyKIHOHHON Tepanuu B jedenun AL amusion-
J103a — yJydlleHue (PyHKUMH OPraHoB repesl BbIMOJHEHHEM
ayroTT'CK, a B KoHeyHOM HTOre W yJsydlleHUe pe3dyJbTaToB
camoil TpaHcnantauuu. OJHaKo TpOBEJEHHble paHee
MCCJIEIOBAHHUS 110 UCTOJb30BAHUIO MedidasiaHa ¢ NpeiHU30-
JloHoM [48] 1 1MpoKo UcTodb3dyeMoro B Tepanin MM Kypca
VAD (BHHKPHCTHH, JHOKCOPYOHILMH, JekcameTazoH) [49] e
BbIsiBUJIM nipenmyliiectB HazHadenusi XT no ayroTI'CK nu
no jpocrikenuio I'P, vy no yBesinuenuio nokasaresein OB.
B Hacrosiiee BpeMmsi MJIaHUPYeTCsl OlleHKA KOMOMHALMH
6opTe3oMUb + JeKcaMeTa3oH B KauecTBe WHIYKUMOHHOMN
tepanuu nepea BJIXT ¢ ayroTI'CK.

Takum o6pasom, nposejenne ayroTI'CK naupentam c
COMATHUECKM COXPAHHBIM CTATYCOM [O3BOJISIET YJIYy4LIHTh
nokasartesu o0ued v 0e3pelMIUBHON BbRKHBAEMOCTH U
yBesnuuth yacrory KO. [is onpenenenuss poJid HOBBIX
npenaparo jio, Bo Bpemsi u nocye aytroTI'CK Tpebyiotes
JlaJibHeRLIne ucce/loBaHus, 0COOEHHO y MaluUeHToB, He J10-
cruruux [I'P.

Annorexnas TICK

B 2005 r. 6bid 06beMHEHbl IAHHBIE HECKOJIbKHX €B-
poreicKuX 1eHTPOB 10 HcnoJib3oBanuio ajoreHHoil TICK
(annoTI'CK) npu AL amuionnose. B wuccsienobanue Oblio
BraoueHo 19 nauuenrto [50]. Cunrenusie TICK Bbinos-
HeHbl 4 GosbHBIM. Y 8 MalMeHTOB HCIOJB30BATHCH PEXKUMBI
KOHIMIHOHUPOBAHHST CHIKEHHOF HHTEHCHBHOCTH, Y 7 — MHU-
enoabsatuBhble. B 10 ciyuasix npoBomuiack T-kietouHast
neryielysi. JIeTanbHOCTb, CBsI3aHHAsi C JiedeHHeM, JOCTHIVIa
40 %. OCHOBHBIMH [PMUMHAMH CMEPTH OblIM MHBEKLIHOHHbIE
ocJIoXKHeHust M opaxkenue cepaua. OB vepes 1 ron cocraBusia
60 % npu memmane 42 mec. [P gocturuyTa y 8 naimentos,
UI'P — y 2 u crabummzanus 3a6oseBanuss — y 1. KO 6bi1
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A.T. CmupHoBa u pp.

Ta6nuua 5. XapakTepncTvKa naumeHToB

Moka3artenb AyToTICKIK, n = 21 cXT,n=12 bes nevenus, n =12
MegmaHa (guanasoH) Bospacta, Jiet 55 (35-67) 59 (51-76) 71 (40-77)
Meamana (LuanasoH) SANTeNbHOCTY ANarHOCTUKN, MEC. 5(1-10) 7 (3-16) 13 (4-20)
Mepnwnana (ananason) craryca no wkane ECOG, 6annbl 1(1-2) 2 (0-3) 3(1-3)
MegamaHa (franasoH) KonM4ecTBa NOPaXKeHHbIX OPraHoB 3(1-7) 3 (1-4) 3(1-5)
OCHOBHOI NOP@XXEHHbINA OpraH
Moyku, n (%) 13 (62) 5 (46) 6 (75)
MegauaHa (ananasoH) anbbymnHa, r/n 28 (18-37) 20 (9-41) 15 (8-23)
Mennana (aunanasoH) KpeaTuHuHa, MMOIb/T 0,12 (0,08-0,166) 0,14 (0,08-0,45) 0,16 (0,08-0,14)
Mennana (ananasoH) CyToO4HOI 3KCKpeLun 6enka ¢ MoYou, r/cyT 10 (1-19,5) 14 (2,3-22,3) 7 (3-15)
Cepaue, n (%) 5 (24) 5 (46) 2 (25)
MeguaHa (a1anasoH) TONLLMHbI MEXOKeNyL04K0BOI NeperoposLku, Mm 15 (12-18) 16 (15-20) 14 (10-16)
MepuaHna (nuanasoH) EF, % 58 (33-77) 54 (39-78) 59 (51-73)

EF — thpakuus Bbibpoca nesoro xenygoyka no Teidponblly; aytoTI CKIMK — ayTonorunyHas TpaHcnnaHTauus reMonoaTu4ecknx CTBOSOBbIX KIETOK

nepuepnyeckon Kposu; CXT — CTaHAapTHas XUMUOTepanus

nostyden y 9 6osibnbix. Ocrpast PTTIX (peakiwst «TpaHcrianrar
npoTuB Xo3sinHa» ) [—IV crenenu Habuionanach y 7 naiyeHTos,
xponuueckasi PTIIX (orpaHuueHHass u pacrnpocrpaHeHHast
topmbl) — y 6. I1pu ananuse Becex ciyuaen amnoTI'CK ckia-
JIbIBAETCsl BIEUaT/IEeHUE, YTO MOKA3aHHEM K MCIOJIb30BAHHIO
9TOr0 METOJIA Teparnuu MoxKHO cuntath orcyterBue [1T'P uepes
6 mec. nocsie ayroTI'CK y naumeHToB ¢ y10BAETBOPUTE/NLHBIM
COMATHYECKMM CTATYCOM MPH HAJIMUHH COBMECTUMOTO JIOHOPA.

OpranHas TpaHCcnnaHTayns

Mouiozible TaLMEHTbl ¢ MUHUMAJBHBIMH CHMIITOMaMH
HacsiencteeHHoro amusonnosa B CLIA u EBporne siBasitorest
KaHIuIaTaMi Ha TPaHCIUIAHTALMIO OPTraHoB (Hanpumep, Te-
YeHH ), OTYACTH 32 CUET BO3ZMOKHOCTH TPAHCIUIAHTALMH «]10-
muHO» [51, 52]. [1pu 3TOM MeueHb naueHTa ¢ TPAHCTHPETH -
HOBBLIM aMHJIOMIO30M HCIIOJIb3YETCs JIs1 IPYroro nalueHTa.
Ho, K coxkajieHuio, npuMeHeHre TpaHCIIAaHTALMH OPraHoB Y
naiueHToB ¢ AL aMuiIon1030M 06GBIYHO IAeT MJI0XHE Pe3yJib-
TaThl, T. K. aMUJIOU]L TIOpakaeT TpaHcIuiaHTat. Tem He MeHee
HECKOJIbKHM TalHeHTaM Oblia BbINOJIHEHA TPaHCIIIAHTALHS
cepaua ¢ nocaenytoweit ayroTI'CK [53]. DddexTuBHoCTb
TpPAHCIJIAHTALIUY [TOYEK TaKKe Oblila TI0Ka3aHa B HeCKOJIbKHUX
LEHTpaX, ¥ TPAHCIIJIAHTHPOBAHHAS! [TOUKA MOXKET UIUTEIbHOEe
BpeMst (hyHKIIHOHUPOBAThL Y MHOTHX PELUITUEHTOB [54 .

UmmynoTepanna

CrenylolidM HarpapjeHdeM tepanuu AL amusonnosa
CJIY>KUT UCIOJIb30BAaHHE UMMYHOJIOTHYE€CKHX BO3MOXKHOCTEH.
PaspaGoTka antutes K aMHJIOWIY OCHOBaHa Ha MPeJro-
JIOXKEHHH, UTO MUMMYHHAsl peaklsi Ha JIeMO3UTbl aMUJIOUIa
MOKET CTHMYJIHPOBATh JIerpajatinio puopus[55]. Yuurbipas
BLICOKHI ypoBeHb 3kcripeccun CD32B Ha niiazmaruueckux
KJIeTKax y 60JibHbIX ¢ AL amuiionnozom, P Zhou u R.L. Co-
menzo MpeanooKuIu 3pheKTUBHOCTL TAPreTHOH Teparnun
MOHOKJIOHAJIbHbIMKM ~ aHTHTeJJaMi. OJIHAKO KJIHHHYECKOTO
MPUMEHEHHST STH METO/IbI [TOKa He UMEIOT [56].

Kak rmokasbiBaloT MpHBeJieHHble JaHHble, HECMOTpS
Ha pasHooOpasne MeToJoB JeueHdst AL amuion03a U no-
sIBJIEHHE B MOCJEJHUE TOJbl HECKOJLKUX MPUHLHUIHAIBHO
HOBBIX TPernapaToB, CTaHIaPThl TeparnuK 3TOro 3ab6oJeBaHusi
JIO CHX [Op HaxojsITCsl B CTajJMM CTaHOBJIeHHs. Bbicokas
TOKCHUHOCTb HauboJiee 3(D(DEeKTUBHBIX METOJOB JIeueHHUst
CYILLIECTBEHHO OTPAHUYMBAET UX HCIOJb3oBaHHe. OUeBUIHO,
4TO OJIHUM U3 CIIOCOOOB €€ MPeoJioJieHHst MOXKET ObITh PaHHSIsI
JIUArHOCTHKA 3a00JIeBaHUsl U COBEPILIEHCTBOBAHHE METOJIOB
COMPOBOJIUTEJLHON TePaIHH.
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NALUEHTbI U METObI

B uccnenoBanue BkatoueHo 46 nmauMeHTOB ¢ JMArHO30M
AL amuiionnosa, nabaomasiuuxes 8 CIT6I'MY um. akajn.
W.IT. TTaBsioBa ¢ centsa6pst 1994 r. no anpesns 2012 1. Me-
JlMaHa Bo3pacTa cocraBuisia d7 JeT (auanason 35—77 Jjer).
My>KUHH H »KeHIIKH Gbl10 noposHy. JInarnos AL amusioniosa
yCTaHaABJMBANU Ha OCHOBAHWH JAHHBIX MMMYHOIHCTOXUMHYE -
CKOrO W HMMMyHOJIOTHUecKoro uceenopanuil. Kosuuectso
nopazkKeHHbIX opraHoB 6bL10 oT 1 10 7. Y 26 (57 %) nauu-
eHTOB MMeJIoCh Mopazkenue 6osiee 2 opranos 'y 38 (83 %)
HabJoa10ch nopaxkenue cepaua. [Topaxenue nouek ObL10
BoisiBaeHO Y 37 (80 %) GoabHbX (Taba. 5). Bee naumenthbl
moJioxke 70 JieT ¢ comaTuueckum cratycom o mikaie ECOG
0—2 6anna paccmarpuBasuch kanauuatamu Ha aytoTT CK.
[TauuenTsl, He nomxomuBluue 1o Kputepusm aias BJIXT,
nosydanu cXT mescdanaHoM W 1eKcameTazoHoM uiu Gopre-
30MHOOM H JICKCAMETA30HOM.

AytoTI'CKIIK (ayrtosioriunasi TpaHcrjaHTalms reMmorno-
THYECKHUX CTBOJIOBBIX KJIETOK MepHepruuecKoi KpoBH) Oblia
BbINoJIHeHA 21 nauueHTy, U3 HUX 12 B KauecTBe nepBoi JIMHUM
Tepanuu U 9 — B KauecTBe BTOpoil (8 — mociie Mesiasnana,
1 — nocsie Gopresomnba) (puc. 5). Bpemst oT ycTaHOBJICHHST
jquarnosa g0 aytoI'CK cocraBuio 2—33 wmec. (MenuaHa
8 mec.). Adepes CKITK npoBoju/cst Mo craHaapTHOH MeTo-
JIHKE 10C/1e CTUMYJISILIKY KOJIOHHECTUMYJIUPYIOLLHM (hakTopom
B jnose 10 MKF/KF/CyT B TeyeHue 4—>5 aueil. KietouyHocTb
noJlyyeHHoro Tpatcniiantata no CD34+ apeuposadia ot 1 10
23 X 105/kr. Meauana B rpynre 60JILHBIX, MOJTy4aBLINX [Pej-
LIECTBYIOLLYIO TeparnHio MeJihanaHoM, coctapmaa 3,6 X 10°/kr
(muumym 2 X 108/kr, makcumym 7 X 109/kr), y ue moy-
yapinx Meadanan — 6,2 X 105/kr (muuumym 1 X 109/kr,
Makeumym 23 X 108/kr).

B 6opresomub (n = 4)

[] mendanaH (n = 8)
CITrek (n=7)

[ TrCK + 6opTesommn6 (n = 6)
B TrCK + mendanaH (n = 8)
Hl 6es Tepanum (n = 12)

Puc. 5. MeToapbl nedeHns 6onbHbIX AL ammunonpo3om
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PexknM KOHAMIMOHUPOBAHUST COCTOSI U3 MeJidasiaHa B
noze 100—200 mr/m2 B Teuenue 2 aHed (meub —4u —3). [loza
npenapara onpejeisiiaCh WHAWBUIYaJbHO B 3aBMCHMOCTH
OT BO3pacTa TalleHTa U Xapakrepa MopaxKeHusi OpraHoB U
cucreM. [IpKuBJeHre TpaHcriaHtata ObIO 3aperucTpu-
poBaHo B cpejiHeM Ha 12-i1 neHb (manazon 10— 18-ii nenb).

CranjapTHasi XuMHoTepanust 6blia HasHaueHa 14 mna-
uuenTam, He jgocruriium [II'P uam ¢ nporpeccupoBannem
3abosieBanusi nocsie ayro T CK: 8 nanuenToB nosyuasnu mMeJ-
tanan B no3e 0,22 MF/KF/CyT B | —4-1 11eHb U leKcaMeTa3oH
20—40 Mr/cyT B 1 —4-1 nenb, 6 nauuentoB — 60pTe30MUO
1,3mr/m28 1, 4, 8u | 1-ii nuu u nekcamerazon 20 mr e 1, 2,
4,5,8,9, 11 u 12-ii nuu.

Tosnbko ¢XT nosydasno 12 GosbHbix: 8 natneHTam Gbl
HasHaueH mesichanan B j1o3e 0,22 MF/KF/CyT B 1—4-ii nenb u
nekcamerasoH 20—40 Mr/cyT B 1 —4-1i 1eHb, 4 naupeHTamMm —
6oprezomu6 1,3 Mr/m2B 1, 4, 8 n 11-11 10U 1 eKcameTa3oH
20mrs 1,2,4,5,8,9, 11 u 12-ii guu.

Jlo nauana sieuenust ymepsio 12 60JbHbBIX.

S deKTHBHOCTL Tepanuu OlleHUBAJIACH MO JOCTHIKEHHIO
rematoJsiorndueckoro otsera. [1['P mnpeanosaraer Hopma-
muzauuio ypoust CJILL, a UI'P — ymenbuienne CJILL B
cbiBopoTke/Moue Ha 50 %. KO npeanonaraer: co cTopoHsl
cepaua yMeHbIIEHHEe TOJIIMHBl  MEXCKENYI0UKOBOH
Meperopojiki Ha 2 MM, yBejidueHHe (pakuud BhiOpoca Ha
20 %, cHUKeHMe CepleuHOl HeJ0CTaTOYHOCTH Ha 2 Kjacca
no NYHA; nouek — ymeHbllIeHHe CyTOUHOH MOTepH Oesika
Ha 50 % npu OTCYTCTBUM yBEJHUEHHs] yPOBHsI KpeaTHHUHA U
yMeHblIeHHsl KIMpeHca KpeaTHHHHa 6oee 25 %; neueHs —
YMeHbIIEHHe HCXOJHO MOBBIIEHHOTO YPOBHS 1IEJ0YHON
docdarasnl Ha 50 %, yMeHblIeHHe pasMepa MeueHH Ha 2 CM.,

PE3YNbTATbI

O61was 5-/eTHAS BblKHBAEMOCTb MALMEHTOB, MOJYYHBLIHX
ayToTT'CKIIK u ¢XT, cocrasuna 50 u 24 % cooTBETCTBEHHO.
Bce Gosbible 6€3 MPOTHBOOIMYXOJEBOH Teparnud yMepsau B
teyenue 12 mec. (p < 0,05) (puc. 6). HezaBucumbiMH 11po-
THOCTHYECKUMH (DAKTOpPaMM, BJMSIOIMMHY Ha T0Ka3aTesu
OB, 6bun comarnueckuit cratyce no wkaine ECOQG, nopa-
JKEHHE cep/iLia U TMIoTeH3us B 1ebioTe 3aboseBanus. Obias
5-JIeTHsIs1 BbDKHBAeMOCTb GoJibHbIX AL amusionnozom Tpu
HaJIMUMKM TIOPaXKeHHs1 cepila coctapuia 16 % c meauanoil
18 mec. I1pu orcyreTBUM nopaxkeHust cepaua 5-aetnsiss OB
pasusinach 83 %, Menuana He 6bl1a gocturuyta (p = 0,004).
HauGonee nuskue nokazaresn OB mnogyuensl B ciyyasix,
Korja cepaue OblI0 OCHOBHBIM MOPaXKEHHbIM OPraHoOM:
5-netusist OB coctauia 8 %; y nauMeHToB ¢ BeIylHM 110~
paxenneMm nouek — 25 %, Tora Kak y G0JIbHBIX C APYrHMHU
OCHOBHBIMH TOpaxeHHbiMH opranamn  — 80 %. Takoi
CUMIITOM, KaK apTepuajbHasi TUIOTEH3Us], TOKE HEeraTUBHO
BJIMSIJ HA PE3YJIbTaThbl JiedeHHsl. Y STHUX OOJbHbBIX O-JIeTHSS
OB cocrasuna 11 vs 33% y ocranbhbix (p = 0,007).
B rpynne 60sibHBIX co craTycom 1o 1ikajse ECOG 0—2 6asna
5-qethsiss OB 6blia 48 % npu Memrane OB 50 mec. ¥ nauu-
eHTOB, UMeBLIHX 3 Oasuia no wkajie ECOG, 2-netuss OB
cocrasuna 14 %. Menuana OB B 3T0li rpynne pabHsiach
5 mec. (p < 0,05).

[1I'P nocne ayroTI'CK mocturnyra y 4 (19 %) nauu-
entos. Enie y 8 (38 %) 60/bHbix nostyuena UT'P, B 4 (19 %)
c/Iyyasix MMeJsia MecTo ctabuansauust v B 3 (14 %) — npo-
rpeccupoBanue 3aboJsieBaHus. ¥ 2 MauueHToB 3(PQeKT
He OLEHEH BCJEACTBHE JieTaJbHOro Hcxona. JlocTxkeHue
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Pue. 6. O6Lasn BbPKMBAeMOCTb 60MbHbIX AL amnnoMpo3oMm B rpyn-
nax ¢ pasnu4yHbiMuU METOAAMU fedeHus (n = 45)

remaroJioruueckoro orpera koppesuponasno ¢ KO. ¥ Bcex
nauuenros, gocruriux [P wmu UI'P, 3adukcuposan KO.
DakTopoB, BJAMSIOIIMX HA AOCTHXKEHHE PEMHUCCHM, BbISIBUTb
He y1aJ10Ch.

[emarosioryueckasi  TOKCHYHOCTb  TPU  [POBEIAECHHU
ayroTI'CKIIK 6b1a npuemsieModt Jisi JaHHOTO MeTOJA
Jedenus (tabga. 6). PasBurve opraHHoi TOKCHYHOCTH TpH
ayToTI'CKIIK otmeueno y 10 (48 %) nauueHTos U 3aBUCE/10
OT XapakTepa nopaxkeHusi opratos. Jlo3a mescasiana B pe-
JKUME KOHJMIIMOHHPOBAHMS HE BJIMslJIa HA YACTOTY PA3BUTHS
HereMaToJIOrH4eCKONH TOKCUYHOCTH. J1eTabHOCTb MpH Npo-
Bejiennun ayTo T CKIIK cocraBuia 10 % H accolUUpoBaach
¢ nopaxkenuem 4 opranos (p < 0,05).

Mendanan u jekcameTasoH B riepuoj ¢ ceHtsiops 1994 r.
no geka6pb 2008 r. nosyunsio 16 60/1bHBIX B KaueCTBe MepBO#
aunun Tepanui. U3 nux 8 (50 %) 60JbHBIM BIOCAEACTBUU
BoinosiieHa aytoTTCK. Beero nposenieno ot 1 1o 13 xypcos
(Mennana 8 KypcoB), Bpemsi tepanuu oT 0,5 no 30 mec.
(meanana 3 mec.). I[1II'P pocturnyra y 1 (6 %) naumenta,
UI'P — y 6 (38 %). Bo Beex 3THX ciyyasx umea mecto KO.
YV 7 (44 %) nauueHToB OTMEUYeHa reMaTo/IorHyecKast u Kiu-
Hudeckas crabunusauus, y 1 (6 %) — remarosornyeckast
U KJAHHHYecKas nporpeccust. M3 oc/ioKHeHUH HMeJIH MecTo
Hedpotokenunocts I crenenny | naumenTa u nHeKUMH —
y 4. B nacrosiiee Bpemsi noj HabJoieHHEM ocTaeTcs 6 ve-
sioBek. Jletanbhblil uexon Hactynua y 10 60JbHBIX (8 — oT
NpOrpeccUpoBaHusl aMUIIOU103a). J1eTa/bHOCTD, CBsI3aHHAS
c JiedenneM, coctaBuaa b %.

Tabnuua 6. TokcuyHocTb ayToTICKIK v cTangapTHOM

XvmMuoTepanum
TOKCHYHOCTS AyToTICKINK, Menchanan, bopre3somu6,
n=21 n=16 n=10
Herematonornyeckas
Cepaue 6 1 —
Moykn 2 1 —
HelipotokcuyHocTb -1V — — 4
cTeneHu
JleTanbHbIil ncxon 1 — —
VIHEKLMOHHBIE 0CNOXKHEHNS
bakTepnanbHble 3 4 —
pnbKoBbIE 1 1 —
BupycHble — — 1
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Puc. 7. O6wasn BbhknBaeMocTb 60MbHbIX AL amnnongo3om B rpyn-
nax ¢ pa3Hou MHTEHCUBHOCTbIO Tepanuu (n = 33)

C siuapsi 2006 r. B Halleil KIHHKUKe Jyist jeueHust AL amu-
JIOWJ103a MCIOJIb3YIOTCSl PEKUMbl HA OCHOBe OopTezomuoa.
Bceero 10 6osbHbIX NOJydasu Jedenne 60pTe30MHOOM B CO-
YeTaHHH C I€KCaMeTa30HOM, U3 HUX 1 — B KauecTBe nepBoH
Junud Tepanun u 5 — nociie ayroTI'CK. Kosinuecrso kypcon
coctaBusio 3— 16 (Memuana 5 Kypcos) 3a nepuos 3—29 mec.
(meanana 5 mec.). IITP pocturnyra y 2 (20 %) 60JbHbBIX,
UI'P — y 4 (40 %), crabuiuzauusa — y 4 (40 %). docTu-
JKEHHE TeMaToJIOMMUECKOro OTBETA TaKkKe KOPPEJUPOBaJIo C
KO, nosyueno 6 (60 % ) kannnueckux pemuccii, y 4 (40 %)
60JIbHBIX KOHCTAaTUPOBAHA KJMHHYecKas cTabuiausaius. M3
OCJIOKHEHUH HauboJsiee 4acTo BCTpeyasach HEHPOTOKCHY-
Hoctb [[—1II crenenu (n = 4), 1 GosbHOW nepenec reprec.
K nacrosiuiemy BpemeHu octaercs noj HabJioneHuem 8 ue-
JIOBEK, 2 yMEePJIH 110 PUUHHE, HE CBA3AHHON C aMUJIOWI030M.

Jnst ouenku sddektuBHocTH coveranust ayroTI CK u
cXT mbl npoananusuposain OB B 3aBUCHMOCTH OT HHTEH-
CUBHOCTH JiedeHHs1. Beex 60J/1bHbIX, MosydaBLIMX crielnduye-
CKYIO Teparuio, pasiesiuiy Ha TPU pymbl: | -5 — nauueHTsl,
nosyuyuslie cXT; 2-8 — nauueHTbl, MOJYYMBLIHE TOJNLKO
ayToTI'CKIIK; 3-1 — nauunenTsl, nosyunsiine kak cXT, Tak
n ayroTI'CK. Menuana OB B | -1 rpyrire 60/1bHBIX COCTaBUIIA
20 mec., Bo 2-# rpynne — 30 mec., B 3-il rpyrnne — He JIo-
cruruyta. 5-jetnsisi OB naumentoB 1-it rpynmbl paBHsIach
24 %, 2-it rpynnbl — 21 %, 3-i1 rpynnsl — 59 % (p = 0,03)
(puc. 7).

Bcee nauunentst, nocturiime [1I'P HesaBucumMo ot meTona
JiedeHust, ocTaloTcsl rnoj HabJiofeHueM (MeauaHa 42 mec.)
(puc. 8). Ilpu nocruxkennu rosnbko UI'P 7-netnsisi OB cocra-
Buaa 62 %. Bce GosbHbie, Y KOTOPBIX He YIa/10Ch MOJyYHTh
reMaToJIOTHYECKOT0 OTBeTa, yMepJin B Teuenue H0 mec.

Hauie wuccnenoBanne He OblIO  PaHIOMH3UPOBAHHBIM.
CrangaptHasi XUMHOTeparsl MPOBOAUIACH GOJIbHBIM, He
COOTBETCTBOBABIIUM KPUTEPHSIM BKJIIOUEHHsT B TPYIITY
ayToTT'CKIIK. Tlpu olienke pesynnbTaToB JieUeHHs! CJelyeT
YUMTBLIBATD PA3JIMuMsi B cocTaBe rpyin 6osbHbIX. [loparkenune
cepllia ¥ HaJMYHe TUIIOTeH3UH B HavaJsie 3a60JieBaHUsT CJIyKaT
He3aBUCHUMbIME (haKTOpaMU HeGJIaroNpPUSITHOTO POTrHO3a 3a-
6osieBanusi. Ha rnokasaresu obliell BLDKMBAEMOCTH BJIHsIET
He KOJIMYECTBO IMOpPAXKEHHBIX OPraHoB, a COMaTHYeCKHid
cratyc nauueHToB. AyroTI'CK B couetannu co cTaHaapTHOH
XUMHOTepanuell UMeeT NPeUMyLLeCTBO 110 CPABHEHHIO C UC-
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Puc. 8. O6L1as BbPKMBaeMOCTb 60MbHbIX AL amunongosom B rpyn-
nax ¢ pasfnmyHbiM reMaToNiorM4ecknum oTBeTom (n = 31)

MOJIb30BAHHEM TOJIBKO OJHOrO MeTOoja JieueHHs1. ¥ OOJbHBIX,
He sIBJSIIOLIMXCST Kanauaatamu Ha npoenenue aytol[ CK,
HaszHaueHHe CTaHIaPTHOH XUMHOTEPATMH MO3BOJISIET JOCTHYD
reMaToJIOrM4eCKUe U KJIIMHUUECKHE OTBETDI U YJIYULlIUTh OKa-
3aTeJiM BbKHBAEMOCTH M0 CPABHEHHUIO C MPYIION NallHeHTOB,
He noJydaBiux xumuorepanuio. [Tokazaresn OB Bbiliie nipu
HaszHaueHuu 60pTe3oMuba U eKcaMeTa3oHa Mo CpaBHEHHIO C
MesihaJlaHOM U JIEKCAMETAa30HOM, a TaKXKe MpPH JIOCTHKEHUH
reMaToJIOrHYeCKOro U KIHHUYECKOrO OTBETOB He3aBUCHMO OT
MeTO/1a JIeYeHHSs.
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AsmopoeL nodmasepacoarom omcymemasue CKpolinblx KOH -
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