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PE®EPAT

LIEJ1b. OUueHUTb KNMHMYECKNE 0COBEHHOCTH, a TakxXe dhak-
TOpPbI, BAUSIIOLLME HA MPOrHO3 M OTAaNeHHble pe3ynbTaTtbl
neyeHuns y 60/bHbIX C CUCTEMHbIM AL-aMnnongosom ¢ no-
paxeHvneMm cepaua.

MATEPWUA/bI N METObI. B aHanu3 BkntoyeHo 123 60/1b-
HbIX CUCTEMHbIM AL-amnmiongo3oM C MopaxXeHuem cepa-
ua, Habnogaswmxca B8 HAWM OOIMvT mnm. P.M. opGayveBoii
B 2004-2023 rr. bonbHble 6binn B Bo3pacte 34-85 net
(MeamaHa 61 rop); XXeHWmH 6b110 61 (49,6 %), My>X4nH — 62
(50,4 %).

PE3YJIbTATDbL. Nopaxenwne cepaua l, I, llla n llib ctagnin ycTa-
HoBneHo y 13,8, 50,4, 17,9 n 17,9 % 60onbHbIX AL-ammunongo-
30M COOTBETCTBEHHO. XpOHMYEeCKas cepaeyHast HeJocTaTou-
HocTb (XCH) pasBunack y 65,9 % (n = 81) nauMeHTOB, TAXXeNOoh
crenenn —y 25,4 % (n = 31). BonbwmnHcTBO 60MbHBLIX (90,2 %),
HecMoTps Ha Hannume XCH, uMenn coxpaHHyto dpakumio Bbl-
6poca neBoro xenygouka (6onee 40 %) co cpegHUM 3Have-
Huem 59,6 % (onanasoH 33—78 %). Ihaekc yaapHoro o6bema
(MY O) neBoro xenyaouka 6bi/1 HXKE HOPMasbHbIX 3HaUEHWI
(< 41 mn/M?) y 92,7 % naumeHToB. CpegHee 3HauyeHue NYO
coctaBuno 26,1 mn/m? (ananasoH 8,3-49,5 mn/m?). CHuxe-
Hue MY O 6b1no CBSA3aHO CO CTaamen nopaxeHus cepaua. 10T
nokasaTenb okasancs pasBHbiM 30,9, 26,8, 24,8 n 21,4 mn/
m2 npu |, Il, llla n lllb ctagnsax cootBetcTtBeHHO (0 = 0,006).
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ABSTRACT

AIM. To assess the clinical features as well as the factors
affecting prognosis and long-term treatment outcomes in
systemic AL amyloidosis patients with cardiac involvement.

MATERIALS & METHODS. The trial enrolled 123 systemic
AL amyloidosis patients with cardiac involvement who were
treated at the RM Gorbacheva Scientific Research Institute
in 2004-2023. The patients were 34-85 years of age (me-
dian 61 years); there were 61 women (49.6 %) and 62 men
(50.4 %).

RESULTS. Cardiac disease grades 1, 2, 3a, and 3b were iden-
tified in 13.8 %, 50.4 %, 17.9 %, and 17.9 % of AL amyloidosis pa-
tients, respectively. Chronic cardiac failure (CCF) developed
in 65.9 % (n = 81), and severe cardiac failure was detected in
25.4 % (n = 31) of patients. Most of them (90,2 %), despite CCF,
preserved left ventricular ejection fraction (> 40 %) with the
mean value of 59.6 % (range 33-78 %). The left ventricular
stroke volume index (SVI) was below the normal values (< 41
mL/m?) in 927 % of patients. The mean SVI value was 26.1
mL/m? (range 8.3—-49.5 mL/m?). The lower SVI was associat-
ed with cardiac disease grades. This parameter appeared to
be 30.9 mL/m?, 26.8 mL/m?, 24.8 mL/m?, and 21.4 mL/m? in
grades 1, 2, 3a, and 3b (p = 0.006), respectively. Total global
strain (TGS) in the left ventricle myocardium was decreased
(<20 %) in 94.6 % of patients. The mean TGS value was 13.8 %
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O6wan rnobaneHaa cokpatnmoctb (OIC) mmnokappa neso-
ro xenygouka 6bina noHmxkeHa (< 20 %) y 94,6 % nauneH-
ToB. CpegHee 3HaudeHne OIC coctaBmnio 13,8 % (anana3oH
4,4-34,8 %). OI'C yxyawanacb No Mepe yBeINYeHns ctagmm
nopaxenus cepgua (I ctagna — 17,8 %, Il ctagna — 14,6 %,
llla ctagnsa — 13,1 %, llib ctagna — 9,6 %) (o = 0,007). dnbpwun-
nauna npeacepann 3admkcnposaHa y 23 % NaumMeHToB, Haa-
XenyaodkoBasa Taxukapaus — y 31,9 %, HapkenynoykoBble
akcTpacuctonum —y 39,7 %. XXenynoukoBasi 3KCTPacUCToms
Habnopanacek y 73,7 % OONbHbIX, XENyao4KoBas Taxukap-
ana — y 13,2 %. CuHoaTpranbHas 6n1okaga 3aperucTtpupo-
BaHa y 6,6 % naumeHTOB, aTPUOBEHTPUKYNAPHas 61okaga —
y 19,8 %. CuHkKOManbHble COCTOAHWUSA BO3HUMKAM y 12,3 %
60/bHbIX. ICKyCCTBEHHbIV BOAUTE b PUTMa Obl/1 yCTaHOBMEH
y 8 naumneHToB. YactoTa TPOMOOTUYECKMX OCITOXHEHWUI COCTa-
Buna 13 %: nHcapkt mnmokapaa — 11,4 %, octpoe HapyLleHme
MO3roBOro kKposoobpatueHna — 5,7 %. Tpombbl B npeacep-
ansx BolsiBNeHsl y 2 (1,6 %) naumeHToB. KyMynatmBHas yacto-
Ta reMaTo/IorM4Yeckoro oTBeTa B TeYeHne 2 neT cocrtaBuna
57 % v He 3aBucena oT CTagum NopaxeHus cepaua, a 2-net-
HAA YacToTa KapauanbHoro oteeta — 39,1 %. [1o goCTuxXeHUs
remMaTosIorM4yeckoro U KapauanbHOro OTBETOB MokasaTteslb
netanbHOCTM 6bin 26,5 n 29,9 % coorsetctBeHHO. O6Las
5-neTHAa BbKMBAEMOCTb cocTaBuna 62,6 %, a 5-netHaa Bbl-
XMBaeMoCTb 6€3 remMartoniorm4eckoro nporpeccnpoBaHms
N yXyALWeHNsa No OCHOBHbIM opraHaMm — 39,3 %. Mo pe3ynb-
TaTaM perpeccMoHHoro aHanusa Kokca noarsepxaeHol 3 He-
3aBUCUMbIX MpedBecTHMKa HebnaronpuaTHOro MnporHosa:
ypoBeHb NT-proBNP > 2500 nr/mn (p = 0,004), YO < 25 mn/
M2 (p = 0,0174), cuHkone B aHamHe3ze (p = 0,0191). ®akT go-
CTUXKEHMSI FEMaTO/IOMMYECKOro OTBETA MOTOXUTETbHO B/IUSN
Ha nokaszartenu BebkneaemocTtu (p < 0,0001).
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(range 4.4-34.8 %). TGS was diminishing with increasing car-
diac disease grade (grade 1 with 17.8 %, grade 2 with 14.6 %,
grade 3a with 131 %, and grade 3b with 9.6 %) (p = 0.007).
Atrial fibrillation was reported in 23 % of patients, supraven-
tricular tachycardia was observed in 31.9 %, and supraven-
tricular extrasystoles were registered in 39.7 %. Ventricular
extrasystoles were found in 737 % of patients, and ventri-
cular tachycardia was seen in 13.2 %. Sinoatrial block was
reported in 6.6 % of patients, and atrioventricular block was
identified in 19.8 %. Syncope occurred in 12.3 % of patients.
An artificial cardiac pacemaker was implanted in 8 patients.
The thromboembolism rate was 13 %: the myocardial infarc-
tion rate was 11.4 %, and the rate of acute cerebrovascular
accidents was 5.7 %. Atrial clots were detected in 2 (1.6 %)
patients. The cumulative incidence of hematologic response
for 2 years was 57 % and did not depend on cardiac disease
grade, the 2-year rate of cardiac response was 39.1 %. Before
achieving hematologic and cardiac responses, mortality was
26.5 % and 29.9 %, respectively. The overall 5-year survival
was 62.6 %, and the 5-year hematologic progression-free
and major organ impairment-free survival was 39.3 %. Cox re-
gression model confirmed 3 independent predictors of poor
prognosis: the level of NT-proBNP > 2500 pg/mL (p = 0.004),
SVI < 25 mL/m? (p = 0.0174), and prior syncope (p = 0.0191).
The achievement of hematologic response had a positive ef-
fect on survival rates (p < 0.0001).

CONCLUSION. A comprehensive assessment of cardiac
damage by the time of primary AL amyloidosis diagnosis as
well as appropriate treatment of this disease can reduce the
risk of early cardiac mortality and enhance chances of not
only achieving hematologic response but also improving
survival rates.

KEYWORDS: AL amyloidosis, cardiac AL amyloido-
sis, diagnosis, prognosis.
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BBEAEHUE

Amunonzo3el — rpynna 3a6oJieBaHUH, B OCHOBE NaTo-
reHe3a KOTOPBIX JIEXKUT HENPABUJIBbHOE «CKJaJbIBaHUE»
(folding) 6esika B mpOCTPaHCTBE, UYTO MPUBOAUT K 06pazo-

BaHHUI0 QUOGPU/UISIPHBIX JENO3UTOB, KOTOPbIE OTKJIAZbI-
BAIOTCS B PasJIMYHbIX OpraHax, BbI3bIBas UX IOpaXKeHHE.
K Hacrosumemy BpeMeHM WAeHTUOULHUPOBAHO Gosee
60 6eJsiIKOB, CIOCOGHBIX arperupoBaThbCsl B GUOPUIIBI
aMusIonza, npuyeM 6osiee 30 U3 HUX BBI3BIBAIOT NMATOJIO-
ruyeckye U3MeHeHUs y yesoBeka [1, 2].



https://bloodjournal.ru/

AL-amunonio3 — caMblil 4acCTbIH BapUaHT CUCTEM-
HOro aMujoufosa. /i1 BOSHUKHOBeHUs 3a060JieBaHUsA
Heo6X0ZMMO HEeCKOJIbKO YCI0BUH, INIaBHBIM U3 KOTOPbIX
SIBJISIETCA Ha/JIMuue HeOOJIbLIOTO OIYX0JIEBOTO KJIOHA.
Kak mnpaBuso, 3TO KJIOH IJa3MaTHYeCKUX KJIETOK,
CUHTEe3UPYIOLIMX TepMOJAWHAMUYECKH U KUHEeTHYeCKH
HecTabWUJ/IbHble JAUMepbl JIETKUX Lieneid HMMYHOTJIO-
O6ynuHa. Y 4 % malnueHTOB KJIOH ONYyXOJIEBBIX KJIETOK
MOXeT ObITb mnpejcTaBaeH B-numdouutamu. Kune-
THYecKass HeCTAaOWUJIbHOCTb JIETKUX lenedl NPUBOAUT
K TOMY, YTO IOJ, JeHCTBUEM IpoTeas JUMephl JIerKHUX
Leneil UMMYHOTIJIOOY/IMHA JIETKO PaCllelJIATCS Ha MO-
HOMepBhl, KOTOpble, B CBOIO O4Yepesib, B pe3y/bTaTe Tep-
MOJMHaMHU4YeCKOH HeCcTabUJIbHOCTH CHOCOOHBI MEHATh
NPOCTPAHCTBEHHYI0 KOHQUTYypaALMIO U YKIaAbIBaThCA B
-cksnafyaTyo CTPYKTYpy — NpejliecTBEeHHUK aMUJIO-
uaHou ubpussl [3].

KinnHuyeckasa kapTuHa cucteMHoro AL-amuionzosa
pa3Hoo6pa3Ha U MOXKeT OT/IMYAThCs ¥ Pa3HbIX AllMeHTOB.
JTo cBsI3aHO cO cnenrPUUYecKMMU MyTalUsIMU B TeHax,
KOAUpYOLMX BapuabesbHble 06JIaCTU JIETKUX LieNeH,
KOTOpble OTBEYAalT 3a TPONHOCTb K OIpejeseHHbIM
opraHawm [4].

06besuHALIMM GaKTOPOM JJis1 BCeX MAllMEeHTOB C
AL-aMuJI0M1030M SIBJISIeTCS 3aBUCMMOCTb NPOTHO3a OT
CTaJ UM NopaxeHus cepaua. [Ipy nos3gHux ctagus nopa-
J)KeHUs cepJilila MPOTHO3 B OTHOIIEHUM BbDKMBAEMOCTH
xyxe [5, 6].

[laToreHes mnopaxeHHs cepJlia CBs3aH KaK C He-
NOCPe/ICTBEHHBIM HAaKOILJIEHUEM B MMOKapJie Macc
aMUJION/IA, TAK U C TOKCUYECKUM JleICTBUEM LIUPKYIUDPY-
IOIUX CBOOOJAHBIX JIETKUX Ieel.

Hakonsienue aMmujonzpa B cepjlie NPUBOLUT K
yBeJUYEHHUI0O MacChl MHOKapjAa M TOJIHMHBI CTEHOK
npencepiuil U JKeJy[AOYKOB, YTO, B CBOI oOuepejb,
BbI3bIBAaeT CHU)XeHHe BO3MOXHOCTH paccjabyeHUus U
yBeJIM4eHUe )KeCTKOCTH cepAedyHOoM MbIlIbl. B pe3ysb-
TaTe 3TO NPOSABJIseTCS BOSHUKHOBEHHEM U NIPOrpeccu-
poBaHMEM XpPOHHUYECKOH cepiedyHON HeJ0CTAaTOYHOCTH
(XCH). KpoMe Toro, HaKOIJIEHHBIH B cep/lie aMUJI0U],
NpensATCTBYeT NPOBeJeHUI0 HEPBHOTO MMIYJbCa, YTO
OTpa)kaeTcCsl B NOSBJEHUM HapylleHUH pUTMa U Npo-
BOAUMOCTH. [lMpKy/aupylouie MOHOMepbl CBOOGOAHBIX
JIeTKUX lenell W ux mnociegyrouue ¢GopmMbl (0JaUTO-
Mepbl) 00JaJal0T NOpPSIMONW KapJAUOTOKCUYHOCTBHIO,
BbI3bIBas KacCKaJ, peakluMil B KapAHUOMHOLUTAX, NpHU-
BOJSALIMX K JIM30COMaJbHON JUCOYHKLUH, VXY LIEHHUIO
ayTodaruu, noBpexJeHHI0 MUTOXOHJApPUH. Bce 3TO B
KOHEYHOM HTOre NPUBOAUT K YCUJEHHIO alonTo3a
KapJUOMHUOLUTOB U CHHXEHUI0 COKPAaTHUMOCTH MHUO-
Kapfa. [1aBHBIM NposiBJeHUEeM KapJHUOTOKCUYHOCTHU
SIBJISIETCS POCT MapKepoB NoBpexgeHUus1 MUoKapaa: NT-
proBNP, BNP u TpononuHoB [7]. B HacTosliee BpeMs
o6CcyX/jaeTcsl TpPeTUH MexaHU3M NOBpeXJeHUs cepAla
npu cucteMHoM AL-aMu/I0uJ03e — 3TO M3ObITOYHAsA
aKTUBaLUs KapAuaibHbIX GUOpP06JIACTOB, KOTOpas
NPUBOJUT K JONOJHUTeJbHOMY pubpo3y MHOKapAa,
YTO HapAJy C HaKOINJIeHHWeM aMUJOUJHBIX GUOPHUILI
yCyTyobsieT cepiednyro auchyHkuo [8].

B HacTos1eM uccieJ0BaHUY NpeJIpUHATa NONbITKA
NpOaHaJM3UPOBaTh NPOsBJeHUs KapAuajabHoro AL-
aMMJION/1033, A TaKXKe OLeHUTb PaKTOphI, BIAUSAIOIINE Ha
MPOTHO3 U [T0Ka3aTeJX BbDKUBAeMOCTH.
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Ipynna uccnepoBaHus

Bcero 8 HUU J10TuT um. PM. l'op6auesoit [ICII6GIMY
uM. akaj. W.II. [laBnoBa Ha6ofan0ch 219 nanyueHToOB C
cucteMHbIM AL-amuniounzio3oM. KpurepueMm BkJIOYeHUs
B MCCJIeloBaHHe OblIO HaJM4Me NMopaXkeH!s cepAla npu
AL-amunougose. B aHanu3 BkJIOYeHO 187 malydeHTOB.
BBuJy OTCYyTCTBUSI 4aCTH JAaHHBbIX 64 malueHTa ObLIN
WCKJ/II0YeHbI U3 aHa/IN3a.

Bce manueHThI ognucaau UHGOpMHUpPOBaHHOE corlacHe
Ha UCI0JIb30BaHUe MeJUIIMHCKON MHPOpMalMK B HAyYHBIX
nensx. MccnenoBaHve of06peHO pellleHHMEM JIOKAJbHOTO
atudeckoro komuteta PI'BY BO IICII6I'MY wuM. akag.
W.IL. [TaBsioBa oT 24.04.2017 r. (mpoTokos N2 212) u npoBo-
JIMJIOCh B COOTBETCTBUM C XeJIbCHHKCKOH ieK/Iapalyen.

CucteMHbId AL-amMuon103 AuarHoctuposad B HUU
J0TI'uT um. PM. l'op6ayesoit [ICII6I'MY um. U.I1. [laBioBa
c auBapda 2004 r. no utosb 2023 1. B COOTBETCTBUHU C pe-
KOMeHJauuaMu MexayHapoZHo! paboyell rpynnbl: MNoj-
TBepXK/JeHHe HaJU4YMs KJIOHa ONyX0JIeBbIX KJIETOK, CUH-
Te3UpYOLIMX CBOOOAHBIE JIeTKHe IeNK K UM A, a Takxke
oOHapyXeHHe aMUJIoM/Jia B 6UOINTaTe NOJKOXHOTO XXHpa
JIN60 TKaHU OpraHoB [9].

BceM mnanueHTaM BBINOJHAJW OHOICHI0 KOCTHOIO
MO3ra C oCJe YoM HMMyHOGeHOTUIMPOBaHUEM JIM60
VMMYHOTUCTOXMMHYECKUM MOJTBEPXKJEHUEM HaJU4us
OnyxoJieBoro KJioHa. OKpallMBaHHMe KOHTO KpacHbIM
WCI0JIb30BaJIN J1s1 0OHApY:KeHUs OT/I0KEeHUH aMUJIOU/a.
MMMyHOIMCTOXMMHUYECKOe TOATBepXkJeHue AL-amuio-
K032 IMOJyYeHO C HCHO0JIb30BaHUEM cHeludUYecKUx
aHTUTeJ K aMUJIOUZY JIETKOW LieNHU K JMO60 A, a TakXe K
amunouzny A u amunouay TTR (TpaHcTupeTuHa).

BoBsieueHUe cepjlia MOATBEPXKAATIOCh HAa OCHOBAaHUHU
O0OHApy>KeHHUs1 YTOJILEHUs] MeXCKeIyl0uKOBOM Iepero-
ponku (MXKII) Gosiee 12 MM WM NOBbBILIEHUS YPOBHSA
CepAieyHbIX MapKepoB: CbIBOPOTOYHOTO N-KOHIEBOIO
HaTpuitypetudeckoro npomnentuza B-tuna (NT-proBNP) u
BbICOKOYYBCTBUTEJbHbIX TPonoHKHOB | 1 T. CTagupoBaHue
MopaKeHUs cepAiLia IPOBOUJIOCH B COOTBETCTBUH C KJIACCH-
duxkanueit Mayo 2004 r. u EBponefickoit cucrembl 2015 1. [6,
9]. I ctagus nopaxeHus cepAla ycTaHaBauBasiach npu NT-
proBNP < 332 nr/mi1, BbICOKOUYBCTBUTE/NbHOM TPONOHUHE
T < 50 ur/a vy TpononuHe I < 0,1 mxr/i; 11 ctagus — npu
NT-proBNP = 332 nr/ma nu6o tpononuHe T = 50 Hr/a
(Tpomonune I = 0,1 mxr/na); llla cragus — npu NT-proBNP
> 332 nr/ma u tponoHuHe T 2= 50 Hr/n (TpomoHuHe I
> 0,1 mxr/n); lIb ctagus — npu NT-proBNP = 8500 nr/mu1 u
TponoHuHe T = 50 Hr/x (TponoHuHe I = 0,1 Mkr/.).

UHcTpyMeHTanbHble M nabopaTtopHble nccneaoBaHua

Kapauonoruyeckoe o6ciefoBaHue BKJIOYAJI0 HH-
CTpyMeHTaJ/IbHble MeTO/Ibl OLleHKH, TaKHe KaK 3XOKapA1o-
rpadus, cytouHoe MoHuTopupoBaHue IKI' ¢ gaTyukom
JlaBJIeHUs, a TaKKe JlabopaTopHble MeTO/ibl: U3MepeHHe
ypoBHA NT-proBNP, tpononunoB I u T, onpeznesneHue
Hannuua XCH u knacca no cucreme Hoblo-Mopkckoii acco-
puanuu kapguosioroB (NYHA). C yueToM ocobeHHOCTEMN
TeyeHuss XCH c coxpaHHo#l ¢pakijueil BbiGpoca JIeBOTO
x)enypouka (PBJIK) y manueHToB ¢ AL-amuionzosom
[ 6oJiee JOCTOBEPHOM OLlEeHKM NOpPaXKeHUs cepAla
HCIOJIb30BAJICA UHJEKC yjapHoro oobema (MYO). 3to
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Ta6nuua 1. Xapaktepuctuka nauneHToB ¢ AL-amunongosom (n = 123)

Mokasartenb Yucno nauymueHToB, n (%)

Mon
My>XunHbI 61(49,6)
JKeHLWMHbI 62 (50,4)
MepnmaHa (amana3oH) Bo3pacta, et 61(34-85)
BoBneyeHHas cBo60AHas nerkas Lenb
K 31(25,0)
A 92 (72,4)
CragupoBaHve no Mayo 2004 r./Esponeit-
ckom cucteme 2015 .
I 17 (13,8)
I 62 (50,4)
llla 22(17,9)
lb 22 (17,9)
CTaana nopaxeHus noyek
I 22(20,2)
I 57 (52,3)
1] 30 (27.,5)
Onanus 18 (14,5)
MeguaHa (arana3oH) nna3maTuyeckmx 8 (1-56)
KNETOK B KOCTHOM Mo3re, %
AL+, MM CRAB+ 60 (48,7)
AL+, MM CRAB- 20 (16,2)
AL-amunoungos 6es MM 41(33,3)
AL+, numchoma 2(1,8)
MeguaHa (anana3oH) Ynucna BOBNEYEHHbIX 3(2-8)
opraHoB
Yncno BOBMEYEHHbIX OPraHoB = 3 121(82,1)
[opaxeHue opraHoB
Cepaue 123 (100)
Mouku 109 (88,6)
HepBHas cuctema 76 (61,8)
MeueHb 53 (43,7)
XKenynoouHO-KULLEYHbIN TPAKT 30 (24,4)
Nerkne 15(12,2)
JNinmdbatnyeckme y3nbl 10 (5,3)
A3bIk 1(8,9)
Hapnoueunuku 3(2,5)
LLuToBuAHas Xenesa 9(13,4)
[Opyrve 12(9,7)

Megauana (anana3oH) nabopaTopHbIX
rnokasarene npu NocTaHoBKe AnarHosa

NT-proBNP, nr/mn

CIB, r/cyt 6,7 (0-33,9)

CK®, mn/mun/1,73 m? 60,9 (0,128-117,0)
AL+, MM CRAB+ — coyeTaHue AL-amnnonposa v aktusHoit MM; AL+,
MM CRAB- — coueTaHue AL-amnnongosa n cumntomatuueckoin MM 6e3
npu3HakoB CRAB-cMHApOMa € 4nCNIOM NNa3MaTYecknx KNeTok B KOCTHOM
mo3zre > 10 %; AL+, numchoma — couetaHne AL-ammnongosa 1 HeXOAXKNH-
ckux numdom; NT-proBNP — N-KoHLEBOI HaTpuilypeTuyecknii nponenTtug,
B-tuna; MM — MHOoXecTBeHHast Muenoma; CK® — ckopocCTb Ky60o4KoBOM
tunbTpaumm; CMNb — cytouHas noteps 6enka ¢ MOYOiA.

2471 (54-127 500)

pacyeTHbIH NOKasaTe/b OTHOLIEHUs YAapHOro o6beMa
(konmyecTBa KpOBH, BBbIOPACbIBAEMOTO >KeJyL0YKOM
cepAlla B apTepUa/ibHYI0 CUCTEMY 3a OJHYy CHUCTOJY) K
IJIOILA/IM IOBEPXHOCTH TeJla NalheHTa.

[eMaTosIOrM4ecKUil U KapAuaabHbI OTBETHI OL€HU-
BaJIMCh C UCII0JIb30BaHMUEM TEKYIIMX KOHCEHCYCHBIX KpU-
TepueB, pa3paboTaHHbIX AJis AL-amunongosa [10-12].

C 2021 r. BceM manueHTaM BbIINOJIHSAJACh OlleHKa
o61elt rinobanbHOM cokpatumoctu (OI'C) Muokapza
JieBOro xenyfouka (n = 64).

[Togpo6Has xapakTepucTuka 123 manueHTOB, BKJIIO-
YeHHbIX B HacTosllee HCCJIeJOBaHUe, NpeJCTaBJeHa B

K/TMHNYECKAA OHKOTEMATO/ON 4

Tabs. 1. MeuaHa Bo3pacTta coctaBuja 61 roj (quana3oH
34-85 nert). BosabmuHcTBO nauueHToB (72,4 %) umenu
KJIOH KJIETOK, IPOAYLUPYIOLUX JETKYI0 Lenb A. Y 48,4 %
nanueHToB (n = 60) 3aduUKCUpPOBAHO COYeTaHUE CHU-
cteMHoro AL-amuyionfj03a ¢ akTUBHOM MHOXXeCTBEHHOH
MuesnoMoi. ¥ 16,1 % (n = 20) B KOCTHOM MO3Te ObLI0
6oJiee 10 % nya3MaTHYeCKUX KJIETOK, OJJHAKO NPHU3HAKOB
CRAB-cuHpoMa He oTMeuasnock. Y 1,8 % 60/bHBIX (n = 2)
uMes Mecto AL-aMmuiou/i03, cBsi3aHHbIM ¢ IgM-cekpeTu-
pytouuMu auMonpoarudepaTUBHBIMU 3a601€BAaHUAMMU.

CraTncTMyecknih aHanms

JJIs1  XapaKTepUCTUKU TIPyNIbl HCIOJIb30BaJIHUCh
MeTO/ibl ONKCAaTeNbHON cTaTUCTUKU. CpaBHEHHUE JIoTHYe-
CKUX EpEMEHHBIX IPOBOAUIIOCE C IOMOLIbI0 TecTa X Jl1si
CpaBHEHHUS Pa3/JMYUM MapaMeTpUYeCcKHUX IepeMeHHbIX B
JBYX TpyIIax UCNI0JIb30BaJsIca TeCT MaHHA—YUTHH, B TpeX
U 6osiee rpynmnax — Kpackena—Yosnuca. [lns oLeHKH
BbDKMBAEeMOCTH NpUMeHaau MeTo Kansana—Meliepa u
JIOTPaHTOBbIM TeCT. [/1s OLleHKU KyMYyJISTUBHON 4acTOTHI
OTBeTa HCII0Jb30Bajcs MeTof ['pes, rae KOHKypuUpY-
IOLIMM PUCKOM Obl/1a paHHSASA J1€TaJbHOCTb.

JJIs1  CTaTUCTUYEeCKOTO aHajlh3a HCIO0JIb30BaJNCh
nporpaMMmHble nakeTsl r 4.3 u SPSS 23.0. [l Bcex TecToB
CpaBHEHHA UCI0JIb30BaJIcA Noka3aTesb p < 0,05.

PE3YNIbTATbI

KnuHnyeckne 0co6eHHOCTM nopaxeHus cepaua

y nauueHToB ¢ AL-amnnonaosom

MeayaHa BpeMeHU OT 0sIBJIEHHU S TIEPBbIX CHMITOMOB
Jl0 TIOCTaHOBKM JuarHo3a AL-amMuiouzosa cocTaBMIa
9 Mec. (auanasoH 1-199,2 mec.). [lo3AHsAA AUArHOCTUKA
(> 6 Mec.) 3apukcupoBaHa y 65,8 % nanuenTos, y 38,2 %
60JIbHBIX JHMAarHo3 nocraBjeH 6ojiee yeM yepe3 Tof, OT
MepBbIX MPOSIBJIEHUN 60JIE3HU.

Y 82,1 % naunueHTOB MUMeJI0O MECTO MOpa)keHUe 3 U
6oJsiee opraHoB (n = 102). [Ipeo6s1ajanu 6ONBHBIE C MO-
paxkeHHeM Io4ek (88,6 %), HepBHOM cucteMsbl (61,8 %) u
nevyeHH (43,7 %). MeauaHa yuca NOpaXKeHHbIX OPraHOB
coctaBuIa 3 (auanasoH 2-8), 14,5 % nayuenTtos (n = 18)
c Ill craguell mopaxkeHus MOYeK HYXJAJWChb B AHaju3e.
Y 33,3 % nauueHToB (n = 41) oTMeyasach OpTOCTaTH-
yeckasl TUNOTEH3Us1 BCJeJCTBUE TSXKEJOro MopaKeHUs
aBTOHOMHOM (BereTaTUBHOM) HEPBHOU CUCTEMBL.

C I cragueii nopaxeHus cepiaua 6bw10 13,8 %
nauueHToB (n = 17), co Il cragueit — 50,4 % (n = 62),
cllla— 179 % (n=22)uclllb — 17,9 % (n = 22) no
kjJaccupukanuu Mayo 2004 r./EBpomneickoit cucreme
ctagupoBaHus 2015 r. [6, 9].

XCH pasBunace y 65,9 % nauueHtoB (n = 81), us
HuXx TspKesion ctenedu (NYHA = 3) — y 25,4 % (n = 31).
Y 90,2 % nayueHToB (h = 81), HecMoTps Ha Hanuuue XCH,
oTMeyasachk coxpaHHas ®BJIXK (> 40 %), cpenHee 3Ha-
yeHne P®BJIXK coctaBuno 59,6 % (nuanason 33-78 %).
Tem He MeHee Hab6Jl0Ja/0Ch CHU)KEHUE CPeJHMUX IOKa-
3aresieit ®BJI)K B 3aBUCMMOCTH OT TSXKECTH MOpPaKEHUs
cepaua: npu I cragun — 64,3 %, npu Il — 61,7 %, npu
Illa — 57,5 %, npu 1lIb — 52,1 % (p < 0,0001) (puc. 1).

B oTinume ot ®BJIXK ungekc ynapHoro o6bema (MYO)
JIEBOTO JKeJlyJlouKa Obl1 cHKeH (< 41 mu/m?) y 92,7 %
nanueHToB (n = 112). CpegHee 3HayeHue UYO cocTaBuio



https://bloodjournal.ru/

100 " 2 25
L]
s 80 : 20 3
g’ =
=
S 60 ) S
= 15 E
a S
3 40 =
L]
e ! .| 1°] 0 X
! 3
20
' L | 5
| Il Illa Illb
Crapus nopaxeHus cepgua
® OB/IX e Wyo ® MXnN e 0orc

Puc. 1. Pe3ynbTaTthl axokapauorpathumn ¢ pexmnmom 2D-strain y na-
LMEHTOB C PasNNyHbIMW CTAaMsaMW nopaxeHusa cepgua npu AlL-
amunougose (n =123)
NYO — nHpekc ygapHoro o6bema; MXIT — mexokenygoykoBas ne-
peropogka; OIF'C — obwaa rnobanbHaa cokpatumocTb;, ®BJ/IK —
hpakums BbIOGpOCa EBOro Xenyaoyka.

Fig. 1. The results of 2D-strain echocardiography in AL amyloidosis pa-

tients depending on different stages of cardiac involvement (n =123)
NYO — stroke volume index; MXIT — interventricular septum; OI'C —
total global strain; ®BJ1X — left ventricular ejection fraction.

26,1 ma/m? (guanasod 8,3-49,5 mu/M?). UYO cHmxascs
[0 Mepe yYBeJIMYeHUs CTaiuu nopaxenusa cepgua — 30,9,
26,8, 24,8 u 21,4 ms/m? npu |, 11, I11a u I1Ib cTragusx coot-
BeTcTBeHHO (p = 0,006) (cM. puc. 1).

CpepHee 3HaueHue ToawuHbl MXKII cocraBuio
15,4 MM (muanasoH 9,6-26,0 mm). Tonuuua MIXKII y
6G0JIbHBIX C Pa3JUYHBIMU CTAJUSIMU NOPaKEeHUs cepjLa
CTATUCTHYECKHU 3HAaYMMO OT/IM4aslach U COOTBETCTBOBAJIA
cpefiHUM 3HaueHusM 14,3, 14,8, 15,4 u 18,1 MM mnpu |,
11, Illa u 1IIb cTagusx coorBeTcTBeHHO (p < 0,0001) (cM.
puc. 1). ¥ yacTu manueHTOB, HECMOTPS Ha OTCYTCTBHE
yroawenusa MXII, pazsunace XCH.

HapxenynoukoBble HapyweHus
apuTMmm NPOBOAMMOCTH
cepaua

Xenypnoukosble : Cragus Il

apuTMuu

e —

Craguu |-l

Puc. 2. HapyLueHus putma u NpoBOAUMOCTY CEPALA NPU Pas/IMUHbIX
CTaamsx ero nopaxeHus y nauneHtos ¢ AL-ammnongosom (n =123)

Fig. 2. Heart rhythm and conduction defects in AL amyloidosis
patients depending on different stages of cardiac involvement
(n=123)
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OI'C muoKapjia JIeBOro >KeayAouKa Oblla CHUXKEHa
(< 20 %) y 94,6 % nanueHTOB, KOTOPbIM BBINOJIHAIOCH
aTo uccnegosaHue. CpegHee 3HadeHue OI'C cocrasuio
13,8 % (nuanasoH 4,4-34,8 %). OI'C yxyjlanachk 1o Mepe
yBeJMYEeHUs1 CTaJUU IOpakeHUsl cepAlia cO CpefHHUMHU
3HaueHusmu 17,8, 14,6, 13,1 u 9,6 % npu [, 1, Illa u IlIb
cTaausax cooTBeTcTBeHHO (p = 0,007) (cm. puc. 1).

HapylueHus putma M npoBoaMMOCTH cepaua

B uccaeayeMoii rpynne naideHTOB 10 JaHHBIM CYyTOY-
Horo MoHuTopuHra JKI' perucrpupoBasnch pasjnyHble
HapylleHUsl pUTMa U IPOBOJUMOCTH.

OubpuNIALUS TPeficepAuH, Kak epCUCTUpYIOLas, TaK
U noctosiHHas $popMa, 6bL1a 3aduKcrpoBaHa y 23 % nanu-
eHTOB (n = 19), Ha/pKenyA0YKOoBas Taxukapausa — y 31,9 %
(n = 37), Ha/pKeny04YKOBbIe 3KcTpacucTouu — y 39,7 %
(n = 48). KenynoukoBasi 3KCTPACUCTOIUS HabJtOAaNMach y
73,7 % 6onbHBIX (n = 87), )KeJy[04KOBast TaXUKapAUS —
y 3,2 % (n = 16). CuHOoaTpua/ibHas 6JI0Kajia 3aperucTpu-
poBaHa y 6,6 % nanueHToB (n = 8), aTpMOBEHTPUKY/IIpHAs
6s0kaga —y 19,8 % (n = 24). 3HauuMoe yAJIMHEHUE UHTep-
Basia QT 3adukcupoBaHo y 37,2 % nauneHTos (n = 45).

CyHKoONaJbHblE COCTOSIHUS, CBSI3aHHble C Hapylle-
HUSIMU PUTMa U NPOBOJUMOCTH CepALd, BO3HUKIU Y
12,3 % nauuenToB (n = 15). UckyccTBeHHBIN BOAUTENb
putMma (MBP) 6b1 ycTaHOBJIeH Vv 8 60sbHBIX (6,5 %).
HeobxoaumocTb ycTaHoBKU UBP koppesipoBaia ¢ Tsxe-
CTbI0 ITOPaXKeHUs cepAla.

Bce BUAbBl apUTMHUM HauboJiee 4acTO BCTpevyavCh
npu Illa u llIb cTagusax nopaxenus cepana (puc. 2).

CeppeyvHo-cocyaucTbie COObITUS

YacToTa TPOMGOTHYECKHX OCJIOXKHEHHH COCTaBUJIA
13 % (n = 16); 11,4 % nauueHToB (n = 14) nepeHecau
MHPapKT MUOKapAa, 5,7 % (n = 7) — ocTpoe HapylleHUe
MO3roBOro KpoBooGparieHusl. TpoMGbl B HpeacepAUsix
BbIsIBJIEHB! Yy 2 nauueHToB (1,6 %). CepaedHo-cocyau-
CTble COOBITHSl MPAKTHYECKH HE PETHCTPUPOBAJIUCH Y

Tpom603bi/ - VHdbapkT
TpOM603M60ﬂVIM I ' ~ Muokapaa

OHMK

Crapus I

Cragumsa lll

Puc. 3. CepaeyHo-cocyancTble COObITUS MPU Pas/IMYHbIX CTaauAx
nopaxeHus cepgua y nauneHtoB ¢ AL-ammunongosom (n =123)
OHMK — ocTpoe HapyLueHne MO3roBOro KpoBooobpalleHus.

Fig. 3. Cardiovascular events in AL amyloidosis patients with differ-
ent stages of cardiac involvement (n =123)
OHMK — acute cerebrovascular accident.
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Puc. 4. KymynatmBHasi yactota AOCTMXEHMS (A) remaTosniornyecko-
ro u (b) kapananbHOro OTBETOB Ha CPOK 2 rofa y 60/bHbIX AL-amu-
1oMa030M C nopaxeHuem cepgua (n = 123)

Fig. 4. The cumulative incidence of (A) hematologic and (b) cardiac
responses for 2 years in AL amyloidosis patients with cardiac in-
volvement (n =123)

nanueHToB c | cTaguell nopakeHus cepAlia B OTJIMYHE OT
IPYNIbI C MO3JHUMHU CTaAusAMHU (puc. 3).

FemaTtonorn4yeckuin u opraHHble OTBETbl Ha NeYeHue

2-JIeTHAST KyMYJSITUBHAash 4acTOTa JIOCTWXKEHUS
reMaToJIOrMYEeCKOTo OTBeTa cocTaBuia 57 % U He 3aBU-
cejla OT CTaJUM MOPAXKEHUS cepJlia. 2-JeTHss 4acToTa
JIOCTH>KEeHUS KapAuaibHOro orBeTa 6b11a 39,1 % (puc. 4).
[TokasaTesib paHHEH JIETAJbHOCTH ellle [0 JOCTWXKEHUS
reMaToJIOrMYecKOoro OTBeTa cocTaBua 26,5 %, a A0 kap-
JuajbHOro oTBeTa — 29,9 %.

OTpaneHHble pe3yibTaThbl Ie4EHUS (BBIKMBAEMOCTb)

MeauaHa BpeMeHM HaOJIIOIEHUs 3a MalUeHTaMU
cocraBuJia 35,9 mec. (guanasox 0,6-211,2 mec.).

06masa 5-/1eTHSS BBDKMBAEMOCTb cocTaBuJa 62,6 %,
BbDKHBAeMOCTb 6e3 reMaTOoJIOTUYeCKOro MpOTrpeccUupo-
BaHMUS U YXy/ILLIeHUs 110 OCHOBHBIM opraHaM — 39,3 %.

K/TMHNYECKAA OHKOTEMATO/ON 4

Ta6nuua 2. Pe3ynbTaTbl 04HOMAKTOPHOIro aHann3a y 60/bHbIX
AL-amnnonpgosom ¢ nopaxeHuem cepaua

O6wasn 5-netHas

BbDKMBaAEeMOCTb
®dakTop (95% AW), % P
Cragmsi nopaxeHus cepaua
I (n=17) 92,8 (59,1-99,0) 0,0079 gnsalnll
II(n=62) 50,5 (34,7-64,4)  0,0005 gnsalwullla
llla (n=22) 28,8 (7,6-58,8)  0,0007 gnalulilb
llb (n = 22) 27,6 (5,7-56,0)
UHdapkT Muokappa (n = 14) 14,3 (8,3-45,4) 0,020
bes takoBoro (7 =109) 55,1(43,3-65,5)
XCH+ (n = 81) 37,7 (24,3-51,1) 0,0012
XCH- (n=42) 73,6 (53,5-86,0)
NYHA <3 (n=92) 57,9 (44,5-69,0) 0,0022
NYHA > 3 (n=31) 26,8 (9,7-47,5)
NT-proBNP < 2500 nr/mn 74,7 (59,1-85,0) <0,001
(n=164) 23,5 (10,9-38,9)
NT-proBNP = 2500 nr/mn
(n=59)
®BJIX <60 % (n =56) 64 (49,0-75,6) 0,009
®BJ1X 260 % (n=65) 29,6 (13,6-47,6)
NYO < 25 mn/m? (n = 57) 68,2 (50,8-80,6) 0,006
MYO = 25 mn/m? (n = 58) 36,2 (20,2-52,4)
CuHkone B aHaMHese
fa (n=15) 245 (4,1-53,5) 0,028
Hert (n=108) 53,5 (41,2-64,3)
[vnoTeHsus (cuctonmyeckoe
A1<90 mm pr. cT.)
[a (n=42) 43,9 (26,2-60,3) 0,047
Hert (n=81) 54,7 (40,2-67,1)
AL+, MM CRAB+ (n =59) 36,7 (19,2-54,4) 0,017
AL+, MM CRAB- (n=18) 41,2 (15,6-65,6)
AL-amunongos 6e3 MM 68,6 (50,2-81,3)
(n=40)
[ematonormyeckuin oteet
[Jocturnyt (n = 70) 85,7 (66,0-90,0) <0,0001
He pocturnyt (n = 53) 16,1(6,0-33,0)

95% [N — 95%-i poBeputenbHblin nHTepsan; AL+, MM CRAB+ — covetaHue
AL-amunongosa u aktusHont MM; AL+, MM CRAB- — coueTanue AL-amuno-
1A03a v cumntomatnyeckoit MM 6e3 npusnakos CRAB-cMHapoMa € 4ncnom
nna3MaTnyeckux Knetok B KOCTHOM mo3re > 10 %; NT-proBNP — N-koH-
LleBOW HaTpuilypeTuyeckuii nponentug B-tuna; NYHA — knaccudmkaums
Hbto-Mopkckoit accoumalmm kapanonoros; YO — nHAEKC yaapHoro
06bema; MM — mMHoXecTBeHHas muenoma; ®BJIK — dpakuus Bbibpoca
neBoro xenyaouka; XCH — xpoHuyeckas cepfeyHas HejoCTaTouHOCTb.

Y manueHTOB C pa3/IMYHbIMU CTAAUSMHU MOpPAKEHUs
cepAua 5-seTHsAA 06111asi BBDKUBAaEMOCTb cocTaBuJIa 92,8,
50,5, 28,8 u 27,6 % npu |, 11, Illa u IlIb cTagusax cooTBeT-
cTtBeHHO (p = 0,0042).

[lo pesysnbTaTaM 0AHOGAKTOPHOrO aHAIM3a MOMUMO
CTaAui MOpaXeHUs cepAla NpeJUuKTOpaMU HebJsaro-
NPUSTHOTO IPOTHO3a B OTHOLIEHUM BBDKHUBAeMOCTH
OKa3aJIMCh NapaMeTphl, NOJAPOGHO INpeLCTaBJeHHbIE B
TabJs. 2. PaKT AOCTHKEHUSI reMaTOJIOTHYECKOTO0 OTBETA
OKa3bIBaJl MOJIOKUTEJbHOE BJIMSIHUME Ha II0Ka3aTesu
o61elt BbkuBaeMocTH (p < 0,0001) (puc. 5).

B perpeccuoHHoM aHaiu3e Kokca moaTBepk/eHbI
TPU HE3aBUCUMBIX NPEJUKTOPA HEGJIArONPHUSTHOTO MPO-
rHo3a: ypoBeHb NT-proBNP > 2500 nr/mu (oTHolieHUe
puckoB [OP] 3,231; 95%-i1 foBepuUTeNbHbIH MHTepBaJ
[95% AU] 1,455-7,174; p = 0,004), YO < 25 ma/m? (OP
2,312; 95% AU 1,159-4,611; p = 0,0174), cuHkome B
anamHe3e (OP 2,883; 95% /11 1,19-6,986; p = 0,0191).
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Fig. 5. The overall 5-year survival in the groups of AL amyloidosis
patients with (n = 70) and without hematologic response (n = 53)
95% AN — 95% confidence interval; TO — hematologic response.

AOCTI/I)KGHI/IE reMaToJIOTU4EeCKOro OTBeTa Ha Tepalnurio
IIOJIOXKUTEJIbHO BJIUAJIO Ha IMOKa3aTeJIU BbIXDKUBAE€MOCTHU
(OP 0,073; 95% /11 0,033-0,162; p < 0,0001) (pwc. 6).

OBCYXAEHUE

KinuHuyeckasd kapThHa cucteMHoro AL-amuionposa
HecnelupUYHa, BCIECTBUE YET0 NALIMEHTHI IJUTENbHOE
BpeMsi HaOJIIOJAIOTCS Y CMEXHbIX CIEelUaTucToB (Te-
pamneBTOB, KapJAHO0JIOrOB, HedppoJsoros, HEBPOJOTOB) B
3aBUCUMOCTH OT BeAYL[UX CHUMITOMOB U TSDKECTH UX
nposiBieHUH. [103HsAs UarHOCTUKA OCTAETCS OJHOU U3
[JIaBHBIX MP0O6JIEM CUCTEMHOTO AL-aMuI0M/103a, U HaLIU

AL-amnionfios c nopaxeHuem cepaua 243

JlaHHble 110 BpeMeHHU [0 MOCTAaHOBKU JuarHosa I0JIHO-
CTbIO COTJIACYIOTCSI C MUPOBOM CTaTUCTHUKOM [13].

PanHee BbiAB/eHHe AL-amuionfo3a M03BOJISET
Ha3HaAUUTb JiedeHHe, KOTOPOe MOKeT NPUOCTaHOBUTH
MOBpeX/eHUe cepAlia U APyruxX OpraHoB, IOTeHIMaJbHO
CHIDKasl pPUCK BHe3aNHOH cepAeyHoi cMepTH [14]. Kpome
TOro, JiedeHue M03BOJIsIeT JOCTUYb OpPraHHbIN OTBET U
yAy4UTb QYHKIHUIO cepALa.

[Topaxenue cepana npu cucreMHoM AL-amuiongose
onpepessieTcs y okosio 70 % nanueHToB [15, 16], B HaleM
WcClel0BAaHUM 3TOT IOKasaTesb OKasasCsl HeCKOJbKO
BhbIlIE U cocTaBu 85,3 %.

BuoMapkepbl NOBpeXxJeHUs1 cepAla ABJAITCA
HauboJiee HaJeXXHbIMU IpPeJUKTOpPaMM INPOrHO3a IpHU
AL-amunougose [5, 6] u JiexxaT B OCHOBE CHUCTEM CTa-
aupoBaHus Mayo 2004 u 2012 rr. [6, 17]. B HacTosmeM
vccle,0BAaHUM Mbl TaKe NMOATBEPAUNIU BIAUsSHUE CTaJUN
Mopa)KeHHs cepAlia Ha 0611y BIXKUBAEMOCTb.

Ytonmenue MXKII, no HalIKMM JaHHBIM, COTJIACyeTCs C
yBeJIMUeHUeM CTalMU NopaXKeHUs cepAlia U MOXeT ObITh
MepBbIM TPEBOXKHBIM CUTHAJIOM KapAWaJbHOTO0 aMHUJIOU-
Jlo3a [18]. OpHako cepfieyHass HeOCTAaTOUHOCTb MOXKET
BO3HUKHYTb U y NMAllMeHTOB C HOPMaJbHOMN TOJLIMHON
cTeHoK cepana [19, 20]. 3To o6bsicHsIeTC KapAUOTOK-
CUYHOCTBIO LIMPKYJIUPYIOLIUX CBOGOJHbBIX JIETKUX LieleH,
BbI3bIBaloLleld AUCPYHKLHIO MHUOKapAa W yBeJudeHHe
cep/iedyHbIX 6MOMapKepoB. B HalleM ucciejoBaHUU Ypo-
BeHb NT-proBNP = 2500 nr/ms 6611 He3aBUCUMBIM NpeJ-
BECTHUKOM HeO6/1aronpUsTHOTO MPOTHO3a B OTHOILIEHUHU
BbDKMBAeMOCTH.

Y nauueHnToB ¢ AL-aMWI0M030M, KaK IIpaBUJIO, OT-
MeuaeTcsl COXpaHHas UKW yMepeHHO cHkeHHas PBJIK,
YTO MOXET BBOJUTH B 3abJyKJeHue remartosiora [21].
Ixokapguorpadus B pexxuMe 2D-strain guis ounenku OI'C
MHOKapZa JIEBOTO »KeJiyiouKa U pacdyeT UYO moryT no-
MOYb B OllpeJieJIeHUH NopaXkeHUsl cepAilia U ero TSXeCTH
[22]. B HacTos1eM HCCleJOBaHUH NTOKa3aHa KoppeJsus
MeX/Jy CHWXKeHHeM Ioka3aTesnell OI'C Muokapza jsieBoro
x)esypouyka, UYO v cTagusaimMuy nopakeHus cepzLa.

ApyUTMHH Yy NaLMeHTOB C KapAHaJbHbIM aMMJIOU-
J1030M CBSI3aHbl C 60Jiee BbICOKONH BHYTPUOOJIBbHUYHOU
JIeTaJIbHOCTbI0. PYKOBOJCTBYACh COGCTBEHHBIM OINBITOM,
MBI CYMTAEM, UTO BBIIIOJIHEHUE CYyTOYHOT0O MOHUTOPHHIA
3KT c gaTuukom usaMepenus A/l ipisieTcs 06s13aTe/IbHbIM

JleTanbHoCTb OoP 95% AU P
MOY < 25 mn/m? — 2,312 1,159-4,611 0,0174
NT-proBNP > 2500 nr/mn = 3,231 1,455-7,174 0,0040
CuHkone = 2,883 1,190-6,986  0,0191
AL+ vs AL+, MM CRAB+/- 0,832 0,583-1,188 0,317
['emaTonornyeckuit oteer m 0,073 0,033-0,162 <0,0001

0051 2 3
MeHbwe  bonblie

Puc. 6. PesynbTtatbl MHOrohakKTOpHOro aHanusa y 60nbHbIX AL-aMuiongosom ¢ nopaxeHuem cepgua (n =123)
95% AN — 95%-in poBeputenbHblii nHtepsan; AL+ — AL-amnnongos; AL+, MM CRAB+/— — codeTaHue AL-ammnnoungosa ¢ aktueHoi MM nuéo
¢ cumnTomaTmnyeckoh MM 6e3 npuaHakoB CRAB-cMHApPOMaA C YMC/IOM M1a3MaTUYeCcKmx KNeTok B KOCTHOM Mo3re > 10 %; NT-proBNP — N-koH-
LeBoOli HaTpuitypetndeckumii nponentung B-tuna; MYO — nHaekc yaapHoro o6bema; MM — MHOXecTBeHHasa mMmenioma; OP — OTHOLLEHWE PUCKOB.

Fig. 6. The results of multivariate analysis in AL amyloidosis patients with cardiac involvement (n = 123)
95% AN — 95% confidence interval; AL+ — AL amyloidosis; AL+, MM CRAB+/— — combination of AL amyloidosis with active MM or with
symptomatic MM without CRAB syndrome signs with bone marrow plasma cell count > 10 %; NT-proBNP — N-terminal pro-B-type natriuretic
peptide; YO — stroke volume index; MM — multiple myeloma; OP — hazard ratio.
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JUAarHOCTUYECKUM METOZOM [Jisl BbISIBJIEHUs] apUTMUH,
HapyuleHUH NPOBOJAMMOCTH U CKPBITOU r'HIIOTEH3UH.

[lo paHHBIM JUTepaTypbl, QUOPUIIALUSA TNpPES-
cepAvil — HauboJiee YyacTasi apuTMUS [IPU KapAUaJbHOM
aMUJIOW/I03€ U CBsi3aHa C MOBbIIIEHHbIM PUCKOM TPOM-
6oTuyeckux cobblTul, ob6ocTpeHuit XCH u JsieTasbHOrO
rcxoza. TpeneTraHue npejcepAuil U Apyryue HaPKeTy04-
KOBbIe TaXWKap/IUHU y NallueHTOB TaKXXe acCOIMUPYIOTCS
C TIOBBIIIEHHBIM PUCKOM TPOMG03MOOJINYECKUX COOBITUN
[23], Torma Kak xeJyJ0uYKOBble apUTMUH UMEIOT CaMbId
BBICOKUI PUCK BHe3allHOU ceppaedHoit cmepTu. ¥ 33 %
NMallMeHTOB NpU ayTONCUU OOHApPYKUBAIOTCS BHYTPU-
npejcepAHble TPOM6ObI [24].

B HacTosIeM aHa/M3e, HANPOTHUB, GOJBILIYIO YacTh
ApUTMUI COCTABJISLJIU KeNYA0UYKOBbIE HAPYIIEHUSI PUTMA,
a Ha goJii0 GUOPUILISLUU IPeACcePAUM MPUILIOCH TOJIBKO
23 %, npu 3TOM TPOMOHKI B IpeJcepAusix 3aperucTpUpo-
BaHbI BCEro y 2 NallUEHTOB. Mbl He OTMETHUJIU BJAUSHUS HA
BbKMBAeMOCTb OTJIeJIbHBbIX BHUJIOB apUTMUU. BeposiTHO,
3TO CBSI3aHO C MaJIbIM YUCJIOM HaGJI0eHUN U COOBITUH Y
NalMeHTOB C HapyLIeHUsIMU pUTMa cepALa.

Bsiokaza cepalja — ellje ofjMH TUI apUTMUU, KOTOPbIH
BO3HUKAeT MpU aMUJIOUZ03e C MOpaXeHUeM cepAla
[25, 26]. [losHaa GJyiokaja cepAlia MOXKET HNPUBECTH K
aroHaJbHOM OpaZuKapAuM, CUHKONEe WM BHe3alHOH
cepaeyHoir cMepTd. [lo HamMUM JaHHBIM, HaJU4YUe
CUHKOIANbHBIX COCTOSHUN OblJI0O HE3aBUCUMBIM IIpe-
JUKTOPOM HeOJIaronpusTHOTO MPOrHO3a B OTHOLIEHUU
BbDKMBaeMOCTHU. JlaHHBIe O 4YacTOTe UMIIAaHTAlUU
WBP y manueHTOB C KapguajbHbIM AL-aMuionzo3om
NpaKTUYEeCKU OTCYTCTBYIOT. B HeGOJIbIIOM KJHHUYE-
ckoM uccnefoBaHuu (n = 127) yacrora ycraHoBku UBP
coctaBuia 8,4 %, YTO HEHAMHOTO HPEBOCXOAUT HalIU
JNaHHble [27]. [lo BHeApeHUsl COBpPeMEHHBIX METOJ0B
Tepanuu oxKujaeMasi NpoJo/LKUTENbHOCTD XKU3HU NaLU-
€HTOB C TsDKeJIbIM KapAuaibHbIM AL-aMUJIOW030M He
npeBblllaga 6 Mec. B cBSI3U € 3TUM TaKue JOPOroCTosIIUe
TEXHOJIOTUY, KaK UMIJIAaHTALUsl KapAUOCTUMYASITOpa U
KapAuoBepTepa-aedubpuiIsaTOpa, NpeACTaB/IsSIUCh He-
nesiecoobpasHbiMu. K HacTosieMy BpeMeHU 6Jiarojaps
ycrnexaMm TepaluHy, COTJIACHO HallUM JJaHHbIM, BEPOsITHAs
5-/1eTHAIS BbDKHMBaeMoCThb mnainueHToB ¢ III craguen
KapauanabHoro AL-amunoungosa cocrapisieT okoJio 30 %.
B cBsI3U ¢ 3TUM NOAX0AbI K BbIGOPY KaHAUJATOB HA UHBA-
3MBHbIE MeTO/lbl KOPPEKLUM HapyUIeHUH pUTMa cepAla
JIOJIXKHBI OBITh IEPECMOTPEHBL.

OmnucaHHbIE Bbllle COCTOSIHUS He TOJIbKO 00YC/I0OBJIU-
BaIOT TSKECTb MOPAXKEHHUS Cepjilia, HO U CIOCOOCTBYIOT
paHHel JIeTaJIbHOCTH NMALUEHTOB C CUCTEMHBIM AL-aMu-
souposoM [28]. [lo pe3ynbTaTaM HACTOSILETO UCCAEL0-
BaHUA 26,5 % MalMeHTOB yMepJIU Ha paHHUX 3TaNax, elle
J10 IOCTHKeHUSI TeMaTOoJIOTUYECKOT'0 OTBETA Ha JieYeHHUe.
JlocTXXeHHe TreMaToJIOTUYEeCKOTO OTBeTa SBJISETCS
CaMbIM BaXXHbIM (paKTOpOM 6JIATONPUSATHOrO MPOTHO3a
B OTHOILEHUU 5-jleTHel o61eit BenKMBaeMocTH (85,7 vs
16,1 %; p < 0,0001).

3AK/TIIOMEHUE

KommniiekcHas OLleHKa I[IopaKeHHud cepAua npu CACTEMHOM
AL-aMI/IJ'IOI/I,Z[03e B Ae6}0Te 3a60Ji1eBaHMUS], CBOeBpeMeHHad
HMIJIaHTAHUA KapAUOCTUMYJIATOPA UKW KapAHuOoBepTepa-

K/TMHNYECKAA OHKOTEMATO/ON 4

JebubpuIsATOpa, aZeKBaTHas KapAuajibHas Tepanus
(B COOTBETCTBHUU C PEKOMEHJALUAMHY, pa3paboTaHHBIMU
JJisl TalMeHTOB ¢ AL-aMH/I0M1030M) MO3BOJISIT CHU3UTD
PUCK paHHeHl KapJuaJbHOH JIETAJbHOCTH M MOBBICUTH
IIaHC Ha JOCTH)KEHHE TIeMaTOJIOTUYeCKOro OTBeTa U
yJIy4lleHHe TI0Ka3aTeJed BBDKUBAEMOCTH.
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