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PE®EPAT

Uenb. OueHuTb pes3ynbTaTbl TpaHCNMaHTauMm ayToso-
FMMYHbIX FEMOMNO3TUYECKMX CTBOMOBLIX KNeTok (aytoTl CK)
B HAN OOIMmT wnm. P.M. op6ayeBoit y NaumMeHToB C CU-
cTeMHbIM AL-amnnongosom.

Martepmanbl u metogbl. B nepnog ¢ 2005 no 2022 .
y 33 naumMeHToOB C CUCTEMHbIM AL-ammnongo3som BbIMNoON-
HeHa ayToTICK. ¥ 7 nauueHtoB aytoTICK npoBoau-
nace 6e3 npepwecTBylowen UHAYKLUMOHHOW Tepanun —
«upfront». C 2012 r. y BCex MaumeHTOB TpaHCnaHTauus
BbINO/IHANACb MOC/Ae WHAOYKLMOHHONK Tepanuu. MeguwaHa
BOo3pacta 60/bHbIX cocTaBuna 54 ropga (ovanasoH 38—
68 neT); 66110 17 XEHLWMH 1 16 My>X4KH.

PesynbraTtbl. HYacToTa remMaTtonornyeckoro otBeTa npu cpo-
Ke HabnogeHus 3 roga coctaBuna 76 % (95%-in poseputens-
HbIi nHTepBan [95% W] 50-90 %), ceppedHoro oreeta —
27 % (95% AN 6-55 %), noueuHoro otBeta — 76 % (95% AN
41-93 %), ne4yeHo4yHoro otBeta — 26 % (95% AN 8-50 %).
5-netHne obwasa (OB) n BbXKMBaAEMOCTb 63 Nporpeccnpo-
BaHus (BBIM) coctaBunm 71(95% N 49—-85 %) n 53 % (95% N
32-71 %) cootBeTcTBEHHO. [Mokazatenn OB B rpynne oTcpo-
yeHHor ayTo Tl CK, 1. €. nocne nHAYKUNOHHOW Tepanuu, 6b1nu
nyduwe, 4yem B rpynne «upfront», — 82 (95% AN 60-93 %) vs
43 % (95% ON 10-73 %) (p = 0,03). Ha nokasaTtenn OB oka-
3blBa/ M BIMAHME COMATMYECKUI cTaTyc naumeHTa (p = 0,03),
CHWXEHMe hpakLumm BbIGpOCca TIeBOro xenyaoyka ao < 60 %
(p = 0,006), ctagusa nopaxeHunsa cepaua (p = 0,016), Hanuune
Il ctagmm nopaxerus novek (p = 0,007). Ha nokasartenu BBl
Bnuann cratyc no wkane ECOG (p = 0,004) n ctagna nopa-
XeHus cepgua (p = 0,041).

3aknioudeHue. [lpeacraBneHHble AaHHble MOATBEPXAAtoT
pe3ynbTatbl MCCNegOBaHWi, B KOTOPbIX MOAYEPKMBaETCH
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ABSTRACT

Aim. To assess the outcomes of autologous hematopoietic
stem cell transplantation (auto-HSCT) in systemic AL amy-
loidosis patients treated at the R.M. Gorbacheva Scientific
Research Institute of Pediatric Oncology, Hematology and
Transplantation.

Materials & Methods. In the period from 2005 to 2022, auto-
HSCT was performed in 33 patients with systemic AL amy-
loidosis. In 7 of them, auto-HSCT was not preceded by the
induction therapy “upfront”. From 2012 all patients received
induction therapy prior to transplantation. The median age
of patients was 54 years (range 38—68 years); among them
there were 17 women and 16 men.

Results. The 3-year follow-up period showed hematologi-
cal response rate of 76 % (95% confidence interval [95% ClI]
50-90 %), heart response rate of 27 % (95% CI 6-55 %),
renal response rate of 76 % (95% Cl 41-93 %), and hepatic
response rate of 26 % (95% Cl 8-50 %). The 5-year overall
(OS) and progression-free (PFS) survivals were 71 % (95%
Cl 49-85 %) and 53 % (95% CI 32—71 %), respectively. The
OS parameters in the group with delayed auto-HSCT, i.e.,
after induction therapy, were better than in the “upfront”
group: 82 % (95% Cl 60-93 %) vs. 43 % (95% Cl 10-73 %)
(p =0.03). The OS parameters were affected by health status
(p = 0.03), reduced left ventricular ejection fraction < 60 %
(p = 0.006), stage of heart disease (p = 0.016), and stage lll
kidney disease (p = 0.007). The PFS parameters depended
on ECOG performance status (p = 0.004) and stage of heart
disease (p = 0.041).

Conclusion. The presented data confirm the results of the
studies emphasizing the importance of induction therapy
prior to auto-HSCT in the treatment of systemic AL amyloi-
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BaXXHOCTb MHAYKUMOHHOM Tepanuu neped ayto Tl CK npu ne-
yeHun cuctemHoro AlL-amunnoupgosa. [ns Boi6opa KaHamaa-
Ta Ha ayto T CK Mbl npegnaraem yyntbiBatbh 60/51€e CTporne
nokasartesiv noyYeyHon yHKLMK, hpakumm BbiIGpoca 1eBoro
Xenypouka m cratyca ECOG, a Takke Mcnonb3oBatb Men-
hanaH B CHMXKEHHbIX 403aX B PeXMMe KOHANLNOHNPOBaHMS
Y NaLUMEHTORB C BblPa>XXeHHbIM KOMOPOMAHBIM hOHOM.
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dosis. More stringent parameters of renal function, left ven-
tricular ejection fraction, and ECOG performance status can
be used as criteria for auto-HSCT eligibility. Reduced mel-
phalan doses, as conditioning regimen, can be administered
to patients with pronounced comorbidity.
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BBEJAEHME

CucTeMHBIA aMUJIONUI03 U3 JIETKUX 1lellell UMMYHOT106Y-
JuHOB (AL-aMuiouz03) — BapUaHT IJIa3MOKJIETOYHOM
JUCKpa3u{, XapaKTEepPU3YIOUUICI TUIepnpoAyKIUen
cBoGoAHbIX Jierkux nemneit (CJIL) UMMyHOIJIO0YJIUHOB
KJIOHAJIbHBIMHU IJIa3MaTUYECKUMU KJIeTKaMU WU B-uM-
douuTaMy, HapylleHUEM UX arperanuy U OTJIOKeHUEeM B
OopraHax Y TKaHSIX B BUJI€ HEPACTBOPUMbIX aMUJIOUIHBIX
¢ubpua. HakonseHue aMuaou/Jia B TKaHSIX U OpraHax
HOCHUT CHUCTEMHBIA XapaKTep U NPUBOJUT K MPOTPECCU-
pyoiieit opranHod aucoyHKuU. [IporHos AJis KU3HU
onpejieisieTcs TsHXKECTbI0 MOpaXKeHUsl CepAlla, B CBA3U C
YyeM BakKHa paHHsA JUArHOCTHKA.

CucteMHbI¥ AL-aMUI0U/03 CUUTAETCS PeIKOM MaTo-
Jiorvel ¢ He6JIaronpusTHbIM TedyeHueM. 3a60/1eBaeMOCThb
coctaBjsieT 9,7-14 ciaydaeB Ha 1 MJIH HaceJleHUA B TOZ,.
[lo anuaemMuosorndyeckuMm gaHHbiM CIIA, k 2015 r. BbI-
SABJIAEMOCTb 6oJie3HU yABowJack ¢ 15,5 no 40,5 caydas
Ha 1 MJIH HacesieHUs B rof B cpaBHeHUu c 2007 r., 4TO
OTpaXkaeT Vy/Ay4lleHWue [AUarHocTuku AL-amuiougosa
[1]. CTaTucTuku no 3a6oJsieBaeMoCcTH AL-aMU101030M B
Poccuiickoit ®efepaliyu HeT.

Llenp Tepanuu cucreMHoro AL-amMuionzio3a 3ak/io-
YaeTcs B IOJIHOM IIOJIaBJIEHUH aMUJIOUJOTEHHOTO KJIOHA
IJ1a3MaTUYeCKUX KJIETOK U ObICTPOM CHMXKEHUHW TPOAYKIUHU
CJILI, 4yTo MPUBOAUT K NPEeAOTBpPAILEHUIO JaIbHEHRIIIETO M10-
BpeX/IeHUsI OPraHOB U OCTENEHHOMY BOCCTaHOBJIEHHIO UX
dyHkuuu. 3PPeKTUBHOCTh TepaluU OLIEHUBAKT C yYeTOM
KaK reMaTO0JIOTMY€ECKOr0, TAK U OPTaHHOI0 OTBETA [2].

[logxonpl Kk Tepanuu cucrteMHoro AL-amuionzosa
CXOJIHbl C TAaKOBBIMU INPU MHOXECTBEHHOM MHesOoMe.
Hcnonib3yloTcsl Te »Xe TpPyNIbl NpenapaToB, a TaKXke
BbICOKO03Has xuMmuoTepanus (BAXT) c mocnenyroeit

TpaHCIJIaHTalMell  ayTOJIOTMYHBIX
cTBOJIOBBIX KJieToK (ayToTI'CK) [3, 4].

Eme B Havase 1990-x rofoB 6bLIO MPOJAEMOHCTPU-
poBaHo, uTo npoBejeHue ayToT['CK «upfront», T. e. 6e3
npejluecTBYyOlell MHAYKIMOHHOM Tepanuy, yJaydllaao
nmokasaTesiu o61uieil BbpkuBaemoctu (OB) y oTaenbHOU
rpynnbl NalyMeHTOB 3a CYeT IIyOOKOro MojaBJjeHusl He-
60JILLIOTO 110 pa3Mepy ONMyX0JeBOro KjaoHa [5].

JlaHHble KPYNHBIX LIEHTPOB MO HU3yYEeHHUI0 CHUCTEM-
Horo AL-amuioungosa (YHuBepcuTeT BocToHa, KJIMHUKA
Metio B MuHHecoTe, HanimoHabHBIN LEHTP 110 U3YYEHUIO
aMuionzo3a Besnko6puTaHuM), MNPOBOAUBLIMX HC-
c/efl0BaHUs Ha OOJIbLIMX KOropTax NMaljMeHTOB, CBUJe-
TeJbCTBYIOT O TOM, YTO 4aCTOTa JOCTHKeHHUs TIyGOKUX
reMaToJioru4yeckux orseToB nocje ayToTI'CK cocTtaBaser
68-69 %, 4TO KOppe/sUpyeT € pasBUTHEM MOCIeAYIOLHUX
cepAeyHbIX O0TBeTOB [6-12]. Pe3ysnbTaThl, oTpakawliue
reMaToJIOTMYeCKUI M OpraHHbIM OTBeTHl NoOCJe ayTo-
TI'CK, npeacraBJieHbl B TabJI. 1.

My/nbTHOPraHHOCTb MOpPaKeHUs1 IpPU CUCTEMHOM
AL-amujionjiose NPUBOAUT K IJIOXOM NEPEHOCUMOCTH
B/IXT, yTo oTpakaeTcsi Ha BBICOKOW MOCTTPAHCIJIAHTA-
LUOHHOU JieTaysbHOCTU [13]. CaMble 4YacTble MPUUYUHBI
cMeptu nocie ayToTTCK — pasBuTHe moJMOpraHHON
HeJI0CTaTOYHOCTH, BHe3allHble HapylleHHUs CepleyHoro
pUTMa MU TreMopparvyeckue OcCJ0XHeHUs. BHezapeHue
CTPOrUX KpUTepUeB oTOGopa KaHAuAaToB Ha ayToTI'CK
W PpUCK-aJalTUPOBaHHasl CTpaTerus BbIOOpa [03bl
MesidasaHa B pexUMe KOHAUIMOHUPOBAaHHUS MT03BOJIMIN
CHU3WUTbh TPAHCIJIAaHTALLMOHHYIO JieTaJbHOCTb ¢ 20 A0
MeHee 5 %. [lo MUPOBBIM AaHHBIM, NpuMepHo 10-20 %
NalLMeHTOB OyAyT OoTBeyaTb KPUTepHUsM KaHJHUJAaTa Ha
ayToTTCK B ne6roTe 3ab6osieBaHus. B 2020 r. ony6/uKo-
BaHbI JaHHbIE 0 JoJrocpoyHoi 20-1eTHelt OB nanueHTOB
¢ AL-amunounznosomM, nepeHecuux ayToTTCK [12].

reMoIo3THUYECKUX
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Ta6nuua 1. Pe3ynbtathl aytoTI CK y naumMeHToB € cUCTEMHbIM AL-aMmnongosom
YHusepcurer boctoHa Knunuka Meio, MuHHecota HauuoHanbHbIN LLEHTP N0 U3YyYEHUI0
Mokasatenb [6,7] [8-11] amunounnosa Benuko6putanum [12]
[ematonoruyeckuii oteer (M0; ox40) 68 % (38 %; 30 %) 62 % (40 %; 22 %) 69 % (52 %; 17 %)
CepaeyHblit oTBET 62 % 64 % 61%
[MoyeyHbIn oTBET 54 % 66 % 76 %
[MeyeHouHbIN OTBET 56 % 63 % 14 %
MegmaHa OB, rogbl 7,63 6,7-10,1 8,3

ayToTI CK — TpaHcnnaHTaums ayToNornyHbIX reMON03TMYECKUX CTBONOBLIX KneTok; OB — obLas BbKUBaEMOCTb; 0X4O — oYeHb XOPOLLMIA YaCTUYHbIN OTBET;

MO — nonHblii oTBET.

C2010 r. mosiBJieHHMEe HOBBIX PEXHUMOB Tepaluy,
BKJIIOYAKOLMX HMHTUOUTOPBl NpPOTEAacoM, UMMYHOMOAY-
JISITOPBI, @ B IOC/eJHHEe rOibl U MOHOKJIOHA/IbHbIE aHTH-
CD38-anTUTes1a, MO3BOJUJIO YJAYYLUIUTb pe3y/bTaThl
JleyeHUsl TMALMEeHTOB 3a CYeT JOCTHXKEHHS OBbICTPBIX U
IJy6OKUX TreMaToJIOTUYeCKUX OTBETOB, YTO MNpejmoJa-
raeT BOCCTaHOBJIeHHe GYHKLMH TOBPeX/IeHHbIX OPraHOB
Y B KOHEYHOM HTOre NMPUBOJAUT K YJAydlleHUI0 MTOKas3a-
Tesiell BbDKMBAeMOCTH. B aToil CBSA3M B MeX/AyHapOAHBIX
PYKOBOJCTBAX I10 JIeueHHI0 cucTeMHOro AL-amMmuiouzosa
EHA-ISA (EBpomneiickoe reMaTo/ioru4eckoe 06IIECTBO U
MexAyHapoAHOe 0611ecTBO N0 U3y4eHHUI0 aMUJION/,03a)
BoinosiHeHWe ayTOoTI'CK pexkomeHzayeTca mocie AOCTHU-
>)KeHUsl TeMaToJIOTMYecKOTo OTBeTa Ha ¢(oHe KypcoB
WHAYKLUOHHOU Tepanuu [14].

B Poccuiickoit @egepanu HeT cCieMaIn3uPOBaHHbBIX
LIeHTPOB IO JIeYeHHI0 CUCTeMHoro AL-amuyonio3a, a
onbIT ayToTT'CK HesHauuTeNnbHBIN. B HacTosIEeN cTaThe
Mbl ny6uKyeM pesyabTaThl ayToTI'CK B kiuHuke HUU
JA0TuT um. PM. l'op6aueBoit y maiueHTOB C CUCTEMHBIM
AL-aMuou1030M.

MATEPWAJIbI U METO/1bl

B kiunuke HUU JOTuT um. PM. Top6aueBoit (CaHKT-
[TeTepbypr) 3a 19 seT HaGIWOJAIUCh U TOJAYYaJIH Jie-
yeHue 219 mainueHTOB C CUCTeMHBLIM AL-aMHJ/IOWI030M.
[IpyaToM c TeyeHHEM BpeMEHU UMCJIO BbISIBJIEHHBIX
c1y4aeB BO3pocso ¢ 7 1o 41 B rofi, UTO CBSI3aHO C POCTOM
HaCTOPO>KeHHOCTH KaK CIel|MaJluCcTOB IEPBUYHOI0 3BEHQ,
TaK U Bpayel-reMaToJIOTOB.

Cpeau BKJIIOUEHHBIX B aHa/IW3 ManueHToB 45 % (98
u3 219) 6bL1M una Mosioke 65 JieT. OJHAKO B OTJIHYUE
OT MHO>XeCTBEHHOUN MHUeJIOMbI TOJIbKO 15 % 6GO0JIbHBIX C
cucTeMHBIM AL-aMU/I0MA030M ObLIM MPHU3HAHbI KaHAU-
JNaTtamu Ha nnpoBegieHue BJXT c nocnenytouieit aytoTI'CK.

Cagrycra 2005 r. mo anpenb 2022 r. 33 nauueHTam
C AMAarHosoM cucteMHoro AL-amuiounzosa, noJTBepX-
JIeHHbIM TMCTOJIOTUYECKUM HCClefloBaHHeM OuonTaTa
(kax mpaBUJIO, XKMPOBOM KJETYATKU), POBeJleHa ayTo-
TrCK. ¥ 7 nauuenToB ayToTT'CK BbinmosiHeHa 6e3 mpep-
HIECTBYIOIIER HHAYKUMOHHOW Tepanuu — «upfront».
C2012 r. nocsie nosiBjieHUs pe3yabTaToB 06 3¢ PeKTuB-
HOCTU npoBefieHus oTcpoueHHoM ayToTI'CK, T. e. mocie
WHAYKLUOHHOU Tepanuy, BceM nayueHtam (n = 26) BAXT
MendasnaHoM c nocaenytomei ayroTI'CK npoBoaunaacek ¢
1eJIbI0 KOHCOJIMJAL MU NI0J1yYeHHOT0 [eMaToJ10IrH4ecKoro
oTBeTa. MeAuaHa BpeMeHU OT IOSIBJEHUS CUMITOMOB
3ab0JieBaHUsl 10 MOATBEPXKJEHUS JAUArHosa COCTaBUJIA
270 pHel (auana3oH 36 gHelt — 5 JeT).

Ta6nuua 2. XapakTepucTmka naumeHTos (n = 33)

Yucno
NaLMeHTOB,
Mokasarenb n (%)
MegnuaHa (amana3oH) Bo3pacTa, net 54 (38-68)
Mon

My>XUmHbI 16 (48)

JKeHLnHbI 17 (52)
Yucno BOBNEYEHHBIX OPraHOB

1 9(27)

2 5 (15)

>3 19 (58)
Cragusa nopaxeHus ceppua

I 20 (60)

I 1(33)

A 2(7)

B —
®pakuus BbIOPOCA NEBOIO XeNyfoyka

<60 % 4(12)

>60 % 29 (88)
Craryc no wkane ECOG

16ann 27 (82)

2 6anna 6 (18)
Cragms nopaxeHusi noyek

I 1(33)

I 17 (51)

I 5 (16)
MopaxeHue neyeHu 4(57)
[nasmaTtnyeckue KNeTku B acnmpate KOCTHOTO MO3ra

MegawuaHa (gnana3oH), % 6,4 (1,4-15,0)

210 % 12 (36)

<10 % 21 (64)
MHoxecTBeHHas Muenioma + AL-amunongos 12 (36)
MegauaHa (anana3oH) NT-proBNP, nr/mn 402 (84-1100)
MegauaHa (ananasoH) BY-TPONOHMKA |, Hr/mMA 0,009 (0-0,1)
MeguaHa (auanasoH) CK®, mn/mun/1,73 m? 67 (24-100)
MenuaHa (anana3oH) CyTOUYHOM NPOTEUHYpPUH, r/cyT 6,9 (0-44)
MeavaHa (arana3oH) KpeaTuHUHA, MMOJTb/N 0,079 (0,05-0,2)
MepwaHa (auana3oH) WwenoyHoi cocdatassl, EL/n 97 (15-600)

MepwaHa (ananasoH) pCJILl, mr/n 183 (8,1-490,0)

ECOG — BocTouHasi o6beanHeHHas rpynna oHkonoros; NT-proBNP —
N-KOHLLeBO/# MO3roBOW HAaTPUIAYPETUYECKII A NPONENTUL; BY — BbICOKOUYBCT-
BUTeNbHbIiA; pCJIL — pasHuua Mexay BOBNEYEHHON N HEBOBNEYEHHOM
cBOGOAHbIMU Nerkumm Lensamu; CK® — ckopocTb kKnyGouKoBoi hnbTpaLmm.

Ucxo/Hble XapaKTEPUCTUKU NaAlMeHTOB MNpeJCTaB-
JIeHBI B Ta0JI. 2.

CTaTUCTMYECKUil aHanNus
[[Jlﬂ OLIEHKU pe3yJIbTaTOB HCII0JIb30BaJINCb METO/bI
OInucaTeJbHOU CTaTUCTHUKH, METO/[, KannaHa—Meﬁepa
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Ta6nuua 3. O606LLeHHble AaHHbIE MO Tepanum cMcTeMHoro AL-
amunonaosa, Bkioydasa BOXT ¢ nocneaytowein aytoTICK (n = 33)

Yucno
nauueHToB,
Mokasartenb n (%)
Bpems o1 noctaHoBKM AnarHosa fo aytoTr CK
<6 Mec. 6(18,0)
> 6 Mec. 27 (81,0)
MupykumnonHas Tepanus go BOXT ¢ aytoTI CK
be3 uHAyKUMOHHOM Tepanumn 7(21,2)
bopTe3omu6/pekcametasoH (Vd) 16 (48,5)
Bopresomnb/unknococdamna/nekcamerasoH (CyBorD) 8(24,3)
bopTe3omn6/aokcopybuumH/aekcametasoH (PAD) 1(3,0)
Linknodhocchamna/nekcametasoH (CD) 1(3,0)
Mo6unuzaumsa I'CK
Linknochocchammp + Ir-KCO 28 (85,0)
I-KCo 5(15,0)
MeguaHa (nvanasoH) knetok CD34+, x108/kr 4(2-12)
[lo3a MendanaHa B pexnme KOHAMLMOHNPOBAHNS
200 mr/m? 4 (12,0)
<200 Mmr/m? 29 (88,0)
MegauaHa (Luana3oH) BpeMeHu NpuxuBneHus no yposHio 14 (10-18)
HeWTponNoB, AHN
MeguaHa (arana3oH) BpeMeHu NpuxueneHns no ypoeHio 13 (10-22)
TPOMOOLMTOB, AHU
OcnoxHenus BOXT c aytoTICK
®ebpunbHas HeATponeHns 18 (54,0)
HapyLeHus cepieyHoro putma 3(9,0)
OcTpas cepaeyHo-cocyancTas HefLloCTaToOYHOCTb 4(12,0)
OcTpoe noBpexaeHne noyek 5(15,0)
Baktepuemus/cencuc 3(9,0)
OTeyHbI CMHAPOM 4(12,0)
Myko3ut XKT llI-IV ctenexn 4(12,0)
JKenyaouHo-KuweyHoe KpoBoTeYeHNe 1(3,0)
MegauaHa (arana3oH) AAMTENBHOCTY FOCMUTaNU3aLMUM, 28 (21-52)
[HM
100-gHeBHas netanbHOCTb nocne aytoTI CK 1(3,0)
[ematonornyeckuii oteet
no 19 (57,0)
ox40 3(9,0)
4o 3(9,0)
Hert oTBeTa 6 (18,0)

aytoTI CK — TpaHcnnaHTauns ayTonornyHbIX reMOn03TMYECKUX CTBONOBbIX
knetok; BOXT — Bbicokopo3Has xummnotepanus; [-KCO — rpaHynouu-
TapHbIi KonoHuecTumynmupyowwmi chaktop; 'CK — remonostnueckne
CTBO/0BbIE KNeTKW; 0X40 — 0YeHb XOPOLIMIA YaCTUYHbI oTBeT; M0 —
MoNHbIA 0TBET; YO — YacTMYHbIA OTBET.

W JIOTPAHTOBBIA KpUTEpPUH [ CpPaBHEHUS KpPUBBIX
BbDKHMBAeMOCTH, KyMYJSITHUBHAs 4YacToTa [JJs OLleHKHU
reMaToJIOrM4eCKUX M OPraHHbIX OTBETOB, METO/bI MHO-
rodpakTopHoro aHaausa. OLeHKa TAXKECTH OCJIOXKHEeHUH
npoBogunack no kputepusam CTCAE, Bepcus 5.0. [ny6una
reMaToJIOrMYeCKUX M OpPraHHbIX OTBETOB aHAJMW3UpOBa-
JIaCh B COOTBETCTBUU C MEXAYHAPOAHBIMU KPUTEPUSAMHU
OLIeHKU OTBeTa NpHU cucteMHOM AL-amuiionsose [15, 16].

PE3YNIbTATbI

MezraHa Bo3pacTa MaLMeHTOB cocTaBwia 54 roga (aua-
na3oH 38-68 JsieT), mpeobJajanu xkeHuuHbl (52 %). bosb-
IIMHCTBO NMaLKeHToB (82 %) uMeu y10BIeTBOPUTENbHbBIN
craryc no wkajie ECOG, mpu 3ToM y 6GoJiee NMOJIOBUHBI U3
HUX (58 %) oTMevasoch nopakeHue 3 U 6oJiee OPraHoOB
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A b B
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67% |334%  423%
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Puc. 1. [ny6rHa remaTonornyeckoro oTBeTa Ha pa3HbIX 3Tanax Te-
panun cuctemHoro AlL-ammnoungosa (n = 33):
A — y naumMeHToB 6€3 NpeaTpaHCn/IaHTaLUMOHHON MHOYKUMOHHOW Te-
panuu, nocne BOXT mendanaHom ¢ «upfront» aytoTICK (n =7); 6 —
y NaumMeHToB nocne nHaykumoHHon Tepanum (Vd, CyBorD, PAD, CD)
(n = 26); B— y nauneHtosB nocne BOXT mendanaHom c aytoTlI CK
C NpeaLecTByoLWen MHAYKUMOHHOK Tepanueit (n = 26)
ayToTITCK — TpaHcnnaHTaunsa ayTo/IorMyYHbIX FeMOMO3TUYECKUX
CTBOMOBbIX KneTok; BOXT — BbicOKOAO3HasA xuMmoTtepanus; ox4O —
oYeHb XOPOLUNIA YacTUYHbIN oTBeT; 13 — nporpeccupoBaHue 3a6o-
nesanus; MO — nonHbli otBeT; C3 — cTabununsaumsa 3a6oneBaHns;
YO — YacTU4HbIN OTBET.

Fig. 1. The depth of hematological response at different stages of

systemic AL amyloidosis therapy (n = 33):
A — in patients without pre-transplant induction therapy, after melphalan
HDCT with “upfront” auto-HSCT (n = 7); 56 — in patients after induction
therapy (Vd, CyBorD, PAD, CD) (n = 26); B — in patients after melphalan
HDCT with auto-HSCT and pre-transplant induction therapy (n = 26)
ayToTICK — autologous hematopoietic stem cell transplantation;
BOXT — high-dose chemotherapy; ox4O — very good partial
response; N3 — disease progression; MO — complete response;
C3 — stable disease; YO — partial response.

KO BpeMeHHU NMOCTAaHOBKU JuarHo3a. Y 2 (7 %) mauueHToB
ycraHossieHa Illa cragus nopaxenus cepaua (NT-proBNP
> 332 nr/ma, TponouuH I > 0,01 ur/mia), y 5 (16 %) —
Il crapus nopaxenus nodek (CK® < 50 mu/mun/1,73 m?,
CyTO4Has NpoTeuHypus > 5 r/cyT). Y 12 (36 %) nauueHToB
BbISIBJIEHO COUYeTaHHe CUMITOMAaTHYeCKON MHOXKeCTBEHHON
MHeJIOMBI U cucTeMHoOro AL-amMuionziosa.

JlaHHble, cBSI3aHHbIE ¢ Tepanuel, Bkatodas ayToTI'CK,
0600611eHBI B Ta0J1. 3.

MeayaHa BpeMeHHU OT ITIOCTAHOBKHU JjMarHo3a CUCTeM-
Horo AL-amusouposa g0 ayToTI'CK cocraBuia 360 fHei
(nmanason 33 gHsa — 3 roaa). Tosabko 6 (18 %) manu-
eHTaM BbinosiHeHa ayToTI'CK B paHHue cpoku (< 6 Mmec.
OT JiaThl IOCTAaHOBKM AuarHosa), 7 (21,2 %) nanueHTam
npoBeeHa «upfront» ayToTI'CK.

Bce manueHThl B rpynne otcpodeHHo ayToTICK,
3a MCKJIIOUEHHEM OJIHOTO, NOJIYYMJIM cofepKalliie GopTe-
30MU0 pexxuMbl. MeiniaHa KoJinyecTBa KypcoB 1o ayToTI'CK
coctaBuia 4 (auanasoH 2-11). [locsie UHAYKIMOHHOU Te-
panuun y 11 (42,3 %) nanueHTOB JOCTUTHYT IOJIHBIN OTBET
(T0), y 7 (27 %) — ouyeHb XOpOLIMH YACTHUYHBIA OTBET
(0x40),y 3 (11,5 %) — vactuunsiii otBeT (H0); 5 (19,2 %)
MalMeHTOB He OTBETUJ/IM Ha Tepaluio, OJHAKO y HUX COXpa-
HslJIach CTabWIM3anus 3aboseBanus (puc. 1).
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Puc. 2. 5-neTtHne (A) obLiasn BbXMBaeMocCTb U (b) BbXMBaeMoCTb 6e3 nporpeccupoBaHma nocne BAXT mendanaHom ¢ nocnegytowen

ayToTICK (n = 33)

95% N — 95%-in poBeputenbHblii nHTepBan; aytoTlI CK — TpaHcnnaHTaums ayTonornyHblX reMOonosTUHeCKmX CTBOMOBbIX kneTok; BOAXT — BbI-

COKOAO3HadA XmMmmnoTepanu4a.

Fig. 2. The 5-year (A) overall and (b) progression-free survivals after melphalan HDCT with subsequent auto-HSCT (n = 33)
95% N — 95% confidence interval; aytoTI CK — autologous hematopoietic stem cell transplantation; BOXT — high-dose chemotherapy.
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Puc. 3. 5-neTHas obLas Bb)XMBAEMOCTb B FPynnax NaLumMeHToB C UH-
OYKUMOHHO Tepanueli nepef ayTtoTI CK n 6e3 TakoBoii («upfront»)
(n=33)
95% AN — 95%-ii poBepuTenbHblit MHTepBan; aytoTI CK — TpaHc-
NnaHTaumMs ayToNOrnYHbIX FEMOMO3TUYECKUX CTBOSIOBbIX K/ETOK;
OB — 06Las BbIXXMBAEMOCTb.

Fig. 3. The 5-year overall survival in the groups of patients with the in-

duction therapy preceding auto-HSCT and without it (“upfront”) (n = 33)
95% ON — 95% confidence interval; aytoTTCK — autologous
hematopoietic stem cell transplantation; OB — overall survival.

Mo6uin3anus reMono3TUYeCKUX CTBOJIOBBIX KJIETOK
BBINOJIHAJIACh C MOMOIIbI0 XUMHOTepanuu (Lukaodoc-
¢dbamMu/ B BEICOKHUX fi03ax — 2-4 r/M?) B COYETaHUU C rpa-
HYJIOLIMTapHbIM KOJIOHUECTUMYJUPYIOIUM paKTOpOM
(T-KC®) y 28 (85 %) mauueHToB. Y5 (15 %) 60sbHBIX
npumeHsiyica Toabko [-KC®P. Hukakux ocioxHeHUH Ha
sTane adpepesa He 3aPpuKcUpoBaHO. MejMaHa KOJIMYeCcTBa

kJetok CD34+ cocraBusa 4 x 10%/kr macchl Tesa (Aua-
na3oH 2-12 x 10°/kr).

B pexxuMe  KOHAWLUOHHWPOBAHUSA  OOJIBLIMHCTBO
nauueHToB (88 %) mosy4anu MesndasaH B CHUKEHHBIX
nozax: 160-180 mr/m? — 10 (30,3 %) nanueHTOB,
100-140 mr/m*> — 19 (57,5 %). Y 4 (12 %) nmauueHTOB
MesidasiaH Ucnosb3oBajca B fo3e 200 mr/m?.

CpefHAsA  NPOJO/KUTENBbHOCTb  TOCNUTANU3aLUU
cocTtaBuia 28 fHel (gquanasoH 21-52 aHs). MeauaHa Ha-
6J10/leHus 33 NalMeHTaMu cocTaBuJa 46 Mec. (guanasoH
3-194 mec.).

lemaTosiornyeckass TOKCHUYHOCTb nocje ayToTI'CK
oTMeyasach y 100 % 60/bHBIX, MeJjMaHa BpeMeHU NpU-
JKUBJIEHUS] TpPaHCIJIaHTaTa [0 YPOBHIO HeWTpodu/IoB
coctaBuia 14 fHel (auanasoH 10-18 gHeit), no ypoBHIO
Tpombo1nuToB — 13 nHel (gquanazoH 10-22 aus).

1 nauueHT c «upfront» ayToTT'CK ymep B mepuof,
100 pHeit mocsie TpaHCIJIAaHTALMU, YTO cocTaBuio 9 %.
[IpyynHa cMepTH — OCTpasl CcepAedyHOo-CoCyAucTas He-
JlOCTaTOYHOCTb B PAaHHUM MOCTTPAHCIJIAHTALLUOHHBIN
nepuoj. 3adUKCHpPOBaHbl CleAylOliMe OCI0XKHEHUS
B paHHUM MOCTTPaHCIJIAHTALLMOHHBIN nepuox: o¢e-
6pusbHas HelTponeHusa — 54 % (n = 18), 6akTepueMus
C JloKa3aHHbIM Bo36yauteseMm/cencuc — 9 % (n = 3);
Myko3uT XKKT: I crenenu — 15 % (n = 5), Il crenenu —
12 % (n = 4), lll crenenn — 9 % (n = 3), IV cTrenenu —
3 % (n = 1); ocTtpasaA cepfieyHO-COCyJHUCTass HeAOCTa-
To4yHOCTb — 12 % (n = 4), KeNyA0YKOBble HapyLIeHUs
cepaeyHoro putmMa — 9 % (n = 3), ocTpoe noBpex/eHue
noyek — 15 % (n=5), oTeuHbl¥l cuHgpoM — 12 % (n = 4),
JKeJyA04YHO-KHIlleuHoe KpoBoTeueHue — 3 % (n = 1),
OCTpOe HapyllleH’e MO3Tr0BOro KpoBoobpaieHus — 3 %
(n = 1). OTMeueH 1 ciay4ail ycneumHo paspeuidBlIeiics
KJIUHUYECKOW CMepTH HU3-3a pa3BUTHUA PUOPULISLUU
JKesyf0o4koB. [lallMeHT HaXoJUTCsA 1MOJ HabJrojeHHeM
Jl0 HacTos1ero BpeMeHU B TedeHUe 17 JieT nocje ayTo-
TI'CK.
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®dakrtop OTHOLUEHUE PUCKOB oP 95% AU P
OtcpoyeHHas ayToTI CK vs 6e3 nHayKLumu 0,221 0,044-1,099 0,0651
Yncno nopaxeHHbIX OpraHoB 1,025 0,396-2,649 0,9597
Craaua nopaxeHus cepaua (Meiio) —— 3,979  1,283-12,338  0,0168
ECOG 2 6anna —i 5,855  1,178-29,109 0,0308
®pakuns Bbibpoca NeBoro xenyaoyka < 60 % L 9,765 1,909-49,942  0,0062
BapuaHT BOBNEYEHHOM NErKOiA Lenm +i 3,078 0,388-24,408 0,2872
Cragmsi nopaxeHnsi novek —i 6,906 1,665-28,648 0,0078
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Puc. 4. DopecT-rpacunk hakTopoB, BNNAIOLLMX HA NoKa3aTenm obLel BbXXnBaeMocTn (oaHoakTopHas perpeccus Kokca)
95% ON — 95%-i poBeputenbHbii nHTepBan; ECOG — BocTouHas o6beanHeHHas rpynna oHkonoros; aytoTlI CK — TpaHcnnaHTaums aytono-
IMYHbBIX FEMOMO3TUYECKUX CTBOMOBBIX KNeTok; OP — OTHOLLEHMEe PUCKOB.

Fig. 4. Forest plot illustrating the factors that affect overall survival parameters (Cox univariate regression)
95% ON — 95% confidence interval; ECOG — Eastern Cooperative Oncology Group; aytoTICK — autologous hematopoietic stem cell

transplantation; OP — hazard ratio.

Y 6 nanueHTOB U3 rpymnmbl «upfront» oleHeH rema-
Tosorndeckuit orBet mociae ayToTICK. [1I0 gocTturHyTt
y 1 (16,7 %) nanuenta, ox40 — y 1 (16,7 %), 40 — y 1
(16,7 %); 2 (33,3 %) 60sbHBIX He oTBeTHJIM Ha ayTOTI'CK,
y 1 (16,7 %) — 3aperucTpupoBaHO NMpPOrpeccUpoBaHUe
AL-amunoujosa. B ganbneiimem 5 (83,3 %) manueHTOB
HYXXJaJUCb B MNpPOBeJeHUU cleludUUecKod Tepanuy,
MeJlMaHa BpeMeHM [0 ee HayaJsla cocTaBua 4,7 mec. (Lua-
nasoH 2,4-5,1 mec.).

B rpynme orcpoyenHo#t ayToTI'CK 11 (42,3 %) nanu-
€HTOB COXpaHUJU reMaToiorudeckuit 10, JOCTUTHY ThIN
nocje 3Tana WHAYKIUOHHOW Tepanuu. Y7 (26,9 %)
00JIbHBIX OTMevasioch yay4diieHue oTBeTa Ao I10, y 1
(3,8 %) — po ox40. Y2 (7,7 %) nauueHTOB AOCTUTHYT
Tosibko YO0,y 3 (11,5 %) — oTBeT He JocTUTHYT. [Iporpec-
cupoBaHUe 3a6osieBaHUsA Ko JHIO +100 mocse ayToTI'CK
umeJio Mecto y 1 (3,8 %) nanueHnTa (cM. puc. 1).

MeauaHa BpeMeHM [0 J[AOCTHXKEHUsI Hau/ydllero
reMaToJIOTMYeCKOr0 OTBeTa OblJa MeHbllle B CpylIe
otcpoueHHoM ayToTI'CK u cocraBusa 17,2 vs 29,2 mec.
B rpynne «upfront», XoTs pas3/jinuns He ObLIU CTATHUCTU-
yeckd 3HauuMbIMHU (p = 0,1). B nesiom no rpynmne yacrora
reMaToJIOTMYeCKOro OTBeTa IpH Cpoke HaGJII0JeHUs
3 roma paBHa 76 % (95%-i foBepUTe/NbHBIA HUHTepBaJ
[95% [AH] 50-90 %), ceppeuHoro orBeTa — 27 %
(95% AU 6-55 %), noueyHoro oTBeTa — 76 % (95% /JIU
41-93 %), nevyeHouHoro otBeta — 26 % (95% U
8-50 %). MenuaHa BpeMeHM [0 TeMaToJIOrMYecKoro
oTBeTa cocTtaBuaa 560 aHelt (AuamnasoH 455-664 nHs),
Jlo moyeyHoro — 384 aHsA (Auana3oH 334-466 nHeil),
cepaeyHoro — 1606 gHeit (auamnason 1197-2015 gneit),
neyeHo4Horo — 1671 aeHb (gquanasoH 1270-2071 feHsb).

5-netHue OB u BbDKMBaeMoCTb 6e3 Iporpeccu-
poBanus (BBII) 6bn 71 (95% AU 49-85 %) u 53 %
(95% U 32-71 %) cooTBeTCTBEHHO (pucC. 2).

[TokazaTtenu 5-netHeir OB B rpymnme oTcpoyeHHOH
ayToTT'CK 6bL1u ny4iue, yem B rpynne «upfront», — 82
(95% AU 60-93 %) vs 43 % (95% ZIN 10-73 %) (p = 0,03)
(puc. 3).

BHe 3aBUCHMOCTH OT CpOKOB BblnoJiIHEHUs ayTOTI'CK
Ha mnokasaTesu OB cTaTucTUYeCKHM 3HAYMMO BJIHSAIU
cratyc no wkane ECOG (p = 0,03), cHmxeHue ppakiuu
BBIOpOCA JIEBOTO KeJyiouka o MeHee 60 % (p = 0,006),
cTaaus mnopaxeHus cepjua (p = 0,016), Hanuuue
Il crapuu nopaxenus novek (p = 0,007) (puc. 4).

[lalieHThl, y KOTOPBIX JOCTUTHYT [eMaTOJ0IrHYeCKU I
otBeT nocse ayToTT'CK, umenu nyqmyto 5-netHioro OB B
CpaBHEHHUH C I'PyNION He OTBETUBILHUX Ha JieueHue — 92
(95% AU 77-100 %) vs 25 % cooTBeTcTBeHHO (95% AU
0-54 %; p = 0,0003).

5-netnsas BBIl B rpynme oTcpoueHHo#t ayToTI'CK
coctaBuJia 69,0 vs 28,6 % B rpymiie «upfront», 0oAHAKO 3TU
pas3nyus ObLIM CTaTUCTUYECKH He3HaYMMbIMH (p = 0,4).
CornacHo oAHOQAKTOPHOMY aHaJM3y, CTAaTUCTHYECKoe
BJIMsHMe Ha nokasartenu BBIl B nesnom no rpynne oka-
3bIBasik cTtatyc no mkane ECOG (p = 0,004) u cragus
nopaxenus cepaua (p = 0,041) (puc. 5).

He nmosiyyeHO cTaTHCTUYECKM 3HAYMMBbIX PasJHYUI
B nokasaTessix OB u BBII ¢ yyeTom f03b1 MesidanaHa B
peXxMMe KOHAMIMOHMPOBAHUSA, a TaKXe NPU HaJUYUHU
CONYTCTBYIOLeH MHOXXeCTBEHHON MHeIOMBI.

OBCYXAEHUE

Tak e Kak U NIpU MHOXXeCTBEHHOM MHesIoMe, HECMOTPS
Ha TOsiBJieHWe HOBBIX BO3MOXHOCTEH Tepanuu, ayTo-
TI'CK ocraeTcs cTaHZAapTOM JiedeHUs CUCTEMHOro AL-
amuionso3a [5]. Manbiit 06beM omyxoJsieBOM Macchbl y
6OJIBIIMHCTBA NALMEHTOB C YPOBHEM IIJIa3MaTHYeCKUX
KJieToOK MeHee 10 % B KOCTHOM Mo3re B Jie60Te 3a60-
JIeBaHHUS1 M HU3KUH NposiudepaTUBHbIA HMHJEKC J0JT0e
BpeMsl CJIY>KUJIHU OCHOBOM TeOpeTHYeCKOro 060CHOBaHUS
BbINOIHeHUs «upfront» ayToTI'CK, T. e. 6e3 npeAecTBy-
olel MHAYKIMOHHON Tepanuu [17, 18]. BHegpeHue UH-
JYKLMOHHBIX peXKMMOB Tepalluu Ha OCHOBe 60pTe3o0MHuba
Croco6CTBOBA/IO yBeJUYEHHIO YacTOThbl reMaToJiorMye-
CKMX OTBETOB W OblJIO CBSI3aHO C yJIyyllleHWeM IOKasa-
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MHoXeCTBeHHasi Muenoma + amunonaos 1,074 0,309-3,736 0,9103
Cragus nopaxeHnus cepaua (Meiio) —— 2,374 1,034-5,453 0,0415
ECOG 2 6anna L 3,563  1,032-12,302  0,0444
®pakuus BbIbpoca 1eBoro xenynoyka < 60 % L 2,350 0,619-8,921 0,2095
[osa mencanaHa < 200 vs 200 mr/m? —— 1,322 0,477-3,660 0,5914
Cragus nopaxeHns novex —— 2,137 0,795-5,741 0,1322
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Puc. 5. DopecT-rpacuk hakTopoB, B/IMSAOLWMX HA NOKa3aTeM BbPDKMBAEMOCTM 6€3 NporpeccnpoBaHmns (ogHotakTopHasa perpeccus Kokca)
95% AN — 95%-i poBepuTenbHblit MHTepBan; ECOG — BocTtouHas o6begnmHeHHasa rpynna oHkonoros; ayToTI CK — TpaHcnnaHTaums ayToso-
FMYHBIX FEMOMO3TUYECKNX CTBOTOBbIX KNeToK; OP — OTHOLLEHWE PUCKOB.

Fig. 5. Forest plot illustrating the factors that affect progression-free survival parameters (Cox univariate regression)
95% AN — 95% confidence interval; ECOG — Eastern Cooperative Oncology Group; aytoTCK — autologous hematopoietic stem cell
transplantation; OP — hazard ratio.

Tesieit OB nmocsie ayToTI'CK B cpaBHeHUM € pe3yabTaTaMu
«upfront» TpaHcmiaHTauuu [19-24].

Ta6nuua 4. PaclumpeHHble KpuTepum otbéopa kaHgngaTtos Ha BOXT
mMendanaHoMm ¢ nocnegytoweit aytoTI CK [14]

Hawmy fgaHHBIE TakXe AeMOHCTPUPYIOT, 4YTO NpOBe-
JleHue UHAYKLHMOHHOW Tepanuy KOoppeJjupyeT C BBICO-
KMMH TI0Ka3aTeJIMU TeMaTOJIOTHUYeCKOI'o OTBeTa YKe
Jl0 TpaHCIUIAHTaLMM, C MOCJeAYIOIIUM YBeJuYeHHeM
YaCTOThbI IVIyGOKOTO reMaToJ/IOrMYecKoro OTBeTa IOCie
BJAXT c ayToTI'CK. B 1npoTUBONO/I0KHOCTb 3TOMY HU3Kas
4yacToTa IMyOOKUX OTBeTOB mocjie «upfront» ayToTI'CK
TpebGoBaja JajbHelllel WHAYKIMOHHON Tepamuu y
6o.s1ee 80 % 60/IbHBIX.

JlocTy>keHWe TeMaTOJIOTHUYeCKOro OTBeTa IocJe
ayToTT'CK oTpakasioch Ha yay4liueHUU nokasarteseit OB,
YTO COTJIaCyeTCsl C JAHHBIMU NPeAleCTBYIOLHX UCCIe/0-
BaHuUl [6, 7].

W3BecTHO, YTO OpraHHble OTBEThl HACTYyNalT OTCPO-
YeHHO T0CJe JOCTHXKEeHUs IeMaToJIOTUYecKOTO OTBeTa
[25, 26]. OpHako B HalleM WHCCJAeOBAaHUU MeJHaHa
BpeMeHHU [I0 reMaToJIoOTHYeCKOro OTBeTa Oblla 3HAaUUMO
60Jibllle, YeM JI0 TIOYEeYHOI0 OTBeTA. JTO CBA3aHO C TeM,
YTO OLieHKa reMaToJIOrM4ecKoro oTBeTa Jl0/KHa NMPOBO-
JUTBHCA Ha OCHOBe omnpefeseHus ypoBHa CJIL B kpoBu.
K coxaneHu1o, B CBSI3U C OTCYTCTBHEM 3aperucTpupo-
BaHHbIX B Poccuiickoit @egepanuu peareHTOB CpPOKHU
onpesie/leHUs] TeMaTOoJIOTMYeCKOr0 OTBeTa ObIIM pa3HOU
NpPOJO/KUTENbHOCTH. YacToTa OpraHHbIX OTBETOB KOP-
peJINpyeT C JaHHbIMU APYTUX UccleoBaHui [8].

B 2013 r. 61N ONMyGJMKOBaHbI NepBble JJaHHbIE O
pesyabraTtax ayToTT'CK npu cuctremHom AL-amuiionpose
B kiauHuke HUW JI0TuT um. PM. T'op6aueBoii, KoTopble
NpOJleMOHCTPUPOBAJIY, BJAUSHME COMAaTUYECKOTO cTaTyca
nanueHToB Ha nokasaTesu OB [27]. [IpoBefeHuMe aHain3a
B 60JIbllIe} IpyIIle NallueHTOB NOATBEPAUIIO 3TH Pe3yib-
TaThl. Hapsay co cratycom no mikane ECOG dpakius
BBIOpOCa JieBOro xesyaoyka MeHee 60 %, cTaaus mnopa-
J)KeHUs cepAlia Y Mo4YeK CAYXaT NpeAUKTOpaMu XyZlieil
BbDKMBAeMOCTH, 4YTO TMOATBEPKAAeT Heo6X0AMMOCTh
TIaTeJbHOr0 O0T6Opa KaHJWAATOB Ha IpoBeJieHHe
BAXT wendananom c ayToTI'CK. B MexayHapoIHBIX
pexkoMeHJanuax no tepanud AL-amunouposa EHA-ISA

Kputepuii

KommeHTapui

Mopdonornyeckoe noarsepx-
[eHne

Hannune ammnounga B TKaHsX
C TunMpoBaHueMm, noaTBepxaa-

towum AL-BapuaHT ammnionaosa
Hanuune npu3HakoB nnasmatnye-
CKOW IUCKpa3um

Bospact >18 n <70 net
PacnpoctpaHeHHOCTb MopaxeHue = 1 KpynHoro
XW3HEHHO BaXKHOTO OpraHa*
®pakuus Bbibpoca NeBoro >40 %
Xenyaoyka
Knacc no NYHA <1l
Catypaums kucnopogom Bogyxa >95%
Inhdy3noHHas cnocobHOCTb >50 %
NEerkux
Cuctonuueckoe Al B nonoxenun =90 mm pT. CT.
nexa
Crartyc no wkane ECOG 2 6anna™
Mpsmoii GunupyouH <2 wmr/an
NT-proBNP <5000 nr/mn
TponoHuH |, <0,1Hr/mn
um TPOnoHuH T, <60 Hr/n
nm BY-TponoHuH T <75 Hr/mn

CKo > 30 mMa/Mun/1,73 m>**

ECOG — BocTtoyHas o6befunHeHHas rpynna oHkonoros; NT-proBNP —
N-KoHLEeBO MO3roBoii HaTpuitypetuyeckuin nponentud; NYHA — Hbto-
Nopkckas accoumauns kapanonoros; aytoTr CK — TpaHcnnaHTaumsa
ayTONOMMYHbIX FEMONO3TUYECKNX CTBONOBbIX KNeToK; BAXT — BbiCOKO-
A03Has XMMMOTEPanus; BY — BbICOKOUYBCTBUTENbHbIA; CK — ckopocTb
KNy6ouKoBOWN hUnbTpaLImMm.

* OTNOXEHUE aMUNOUAA B MSTKUX TKaHSIX MW TONIbKO B KOCTHOM MO3re
camo no cebe He CYMTaeTCs NOPaXEHNEM XU3HEHHO BaXHOrO OpraHa.

** EC/n He orpaHnuMBaeTCs HanmymeM nepudepuyeckoi HelmponaTtuu.

** MaumenTbl ¢ CKO < 30 Mi/MUH/,73 M2 1 He HaxoasLLMECs Ha reMoama-
NIM3e OTHOCSTCS K FPynne NOBbILEHHOTO PUCKA YXYALLEHUS YHKLWN NoYeK
npu ayToTI CK. 370 TpebyeT KOppeKLmMM L03bl MendanaHa U oTCPoYeH-
Horo BbinonHeHus aytoTl CK. MauneHTbl Ha NOCTOSHHOM remMoananuse
HE UCK/TI0YAIOTCA, ECAIN HET APYTUX NPOTUBOMOKA3aHMIA.
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ONMCaHbl YeTKUEe KpUTepHUH OTOOpa KaHAHAATOB Ha
BJXT c nogaepxkoit ayToTI'CK (Ta6.1. 4) [14]. Il cragus
NOpa)KeHUs cepJilia U No4yeK He sIBJIseTCS abCONIOTHBIM
MIPOTHUBOIIOKAa3aHUeM K BblnosiHeHUI0 ayTOTI'CK B ciy4dae
JIOCTH)KEHHUS] OPTaHHBIX OTBETOB IOC/Je MHJYKLMOHHOM
Tepanuu. Koppekius 1036l MesidasaHa B pexxuMe KOHAU-
LIMOHUPOBaHH B HallleM MCCJIelOBaHUU He BJIMsJIa Ha UC-
xozbl ayTOTI'CK. B cBA3U € 3TUM y IalEHTOB C NO3AHUMU
CTaJUsIMU NOPa)KeHUs cepjlia U NMoYeK B Je610Te MOXKET
HCIO0JIb30BAThCsl PUCK-aflallTUPOBaHHAs CTpaTerusl BbI-
6opa [103bl MesdasaHa B PeXUMe KOHJULIMOHUPOBAHUSA
[14].

3AK/TIIOMEHUE

BJAXT mendananom c mnocaepytomeid ayToTICK sBis-
eTcsd 3$GeKTUBHBIM METO/0OM JieyeHUsl NMallueHTOB C
cucteMHbIM AL-amunougosom. [lpoBeseHve WHAYKLU-
oHHoOM Tepanuu nepen BJAXT c nocnenyromeit ayToTI'CK
yJlydllaeT pe3yabTaThl TIeMaToOJIOTMYecKOro OTBeTa
M ToKasaTeJd BBbDKMBAEMOCTH MalMeHTOB. Tspxesoe
Nopa)keHHue OpraHoB NpH cUcTeMHOM AL-aMuioujo3e,
CBsI3aHHOE C OTJIO)KEHHEM aMHUJIOUAHBIX MaccC, TPUBOAUT
Kk mioxoil nepeHocuMmoctu BJXT u ayToTI'CK c pasBu-
THEM IIHPOKOr0 CHeKTpa MOCTTPAHCIJIAHTALMOHHBIX
0CJIOKHEHUH. B cBsA3U € 3TUM TpebyeTcsl CTPOruil oT6op
kaHaugaToB Ha ayToTI'CK u cHmxkeHue 0361 Mesidaiana
B peXuMe KOHJMLMOHUPOBAHUA INepej TpaHCIJaHTa-
LjMel y MallMeHTOB C CONYTCTBYIOIIUMU 3a601€BaHUSIMHU.
Hapsagy c MmexayHapogHbIMU Mbl IpefjiaraeM UCIo/b30-
BaTb JOINOJHUTE/bHble KPUTEepUU OTOGOpa KaHAUAATOB
Ha ayToTI'CK: cTragus nopaxenus nodvek < IlI, dpakius
BBIOpOCA JIeBOTO KeJsyZouka > 60 % u cTaTyc 1o mkasne
ECOG < 2 6annoB.

KOH®JIUKTbl UHTEPECOB

ABTOpBI 3adBJIAIOT 06 OTCYTCTBUH KOH(QJIUKTOB HHTeE-
pecoB.

MCTOYHUKN ®UHAHCUPOBAHUA

HCCJIe,Z[OBaHI/Ie He UMeJio CHOHCOpCKOﬁ MOAAEPIKKH.

BK/1IA ABTOPOB

Konuenuusa u ausanH: 0.B. [Tuporosa, O.B. Kyasesa.
Coop u o6pa6oTtka ganHbIx: 0.B. [Tuporosa, 0.B. Kyas-
meBa, A.I. CMupHoBa, B.B. [lopyHoBa, C.B. TosicToBa, K.P. Ka-
aumynuHa, M.B. Yepnoyc, [0.10. Biiacosa, U.C. Moucees.
IIpepocraBieHue MaTepHuaioB HCC/IeJOBaHUS:
0.B. Iluporosa, 0.B. Kyasawesa, A.I. CmupHoBa, B.B. Ilo-
pyHoBa, C.B. TosncroBa, K.P. Kanumynuna, M.B. YepHoyc,
10.10. Binacosa, U.C. Moucees.

AHa/m3 v uHTepnperanma AaHHbIX: O.B. Iluporosa,
0.B. Kynsawesa, U.C. Moucees.

OkoHYaTe/JbHOE OA0GpEeHNEe PYKONMUCH: BCE aBTOPHI.
ApmunuctpaTuBHasa nopgaep:xkka: HW.C.  Moucees,
B.A. lo6poHpaBos, A./l. Kynarus.
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B/IATOAAPHOCTH

ABTOpBI 6J1ar0JapsT 6J1arOTBOPUTENbHBIN GOHJ TOMOILU
OHKoJioru4eckUM 6osbHbIM AdVita («Pagy »xu3Hu») 3a
MOMOIb B NPUOOpPEeTEHUHU PeaKTHUBOB [JJisl ONpeJe/eHUs
CBOOOJHBIX JIETKUX Lierled, HeoOXOAUMBIX AJIsI OLeHKH
reMaToJIOrM4ecKux 0TBeTOB; KIMHUKY HUHW Hedposoruu
[lepporo CaHkT-IleTepGyprckoro rocyZapCTBEHHOIO
MeJULHUHCKOr0 yHuBepcuTeTta MM. akaz. W.II. IlaBioBa
3a AJIMTeJbHY0 NPOAYKTUBHYI COBMECTHY0 paboTy Mo
JHUarHOCTUKe W JIeYeHUIO NMAllMeHTOB C CUCTeMHbIM AL-
aMMJIOU/I030M.
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