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HA SAMETKY

[aHHasi cTaTtbs nocTynuna B pedakuuio >XypHana wu OyaetT onybnukoBaHa nocre  MpOXOXOEeHUs!
peLEeH3NPOBaHNSA, KOPPEKTYPbI, peaakTypbl U BEPCTKU. [locne aToro 6yaet HasHa4yeH TOM M- HOMEP BbiMycKa
XypHana, B KOTOpoM cTaTbs OygeT onybnukoBaHa B OKOH4YaTenbHOW pepakumn. llocrne nybnukaumm B
OKOHYaTEeNbHOW pefakuumn ctaTbs OyaeT yoaneHa us gaHHoro pasgena.

CnepyeT 00paTuUTb BHMMaHME Ha TO, YTO CTaTbW B AAaHHOM pasfene He coaepaTt Bcex ombnmorpadunveckmx
AaHHbIX. OHM ByayT NPUCBOEHBI TONBKO NOCHE BKMNIOYEHUSA CTaTbM B TOT UMW MHOW HOMEP KypHana.

Kpome Toro, B npouecce NOArOTOBKM CTaTbM K nybnukauuu, Nocne CHATUS BOMPOCOB C aBTOpamMu MOryT
NPOU3ONTM W3MEHEHUS B €€ coep)xaHuu, TEeKCT CTaTbW MOXET W3MEHUTbCS nepen OKOH4YaTenbHOWm
nyonukaumemn.
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Pedepar.

BeeaeHue.

Cepale SBASETCA OCHOBHbIM OPraHOM-MULLEHbID MPU CUCTEMHOM AL-aMWAOMAO3E.
KAMHUYECKME 0COOEHHOCTU U MPOrHO3 NPU CUCTEMHOM AL-aMUAOMAO3E C NOPaXEHWUEM CEpPALIA
HEAOCTATOUYHO M3YyUeHbl U TPEBYIOT MYABTUANCLIUNAMHAPHOIO NMOAXOAQ.

LleAb:

MpoaHaAM3npoBaTb MNPOABAEHUA cepaedyHoro AlL-amuaovpo3a, OUEHUTb  GaKTopbl,
BAMSAIOLLIME Ha MPOrHO3 U pPe3yAbTaTbl BbDKMBAEMOCTH.

MaTepuanbl U METOABI.

B aHaAM3 BKAOUYEHbl 123 naumMeHta ¢ CUCTEMHbIM AL-aMUAOMAO30M M MOPaXEHUEM
cepaua, Habapaswnecsa 8 HUM AOTUT um. P.M. lTopbauesoi B 2004-2023 rT.

PesyAbtarthl.

MNMopaxeHune cepaua |, Il, llla n lllb ctaamn yctaHoBaeHo y 13,8%, 50,4%,17,9% n 17,9%
NauMEHTOB COOTBETCTBEHHO. XPOHUYECKAs CepaevYHas HEAOCTAaTOUYHOCTb pasBMAACb Yy 65,9%,
TAKEAON cTeneHn - y 25,4%. boablinHetBo (90,2%) nauMeHToB, HECMOTPSA Ha Haauume XCH,
MMEAU COXpPaHHyt dpakumuio Bbibpoca AeBoro xeaypouka (®B) (>40%), cpeaHee 3HaueHue
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coctaBuno 59,6% (33-78). MHaekc ypapHoro obbema AeBoro xeaypouka (MYO) 6biA HUxe
HOpMbI (<41 mMa/M2) y 92,7% nauMeHToB, CpepHee 3HaueHue cocTtaBuao 26,1 ma/m2 (8,3-
49,5). CHuxeHne UYO 6bIn0O CBA3AHO CO cTaaMer nopaxenHus cepaua: 30,9, 26,8, 24,8 n 21,4
MA/M2 ans ctaami |, 11, [lla u lllb cootBetcTBEHHO (p=0,006). 06wmii rnobanbHbi cTpenH (OIC)
6bIA NoBbIleH > -20% y 94,6% nauneHToB, cpeaHee 3HaueHune OIC coctaBuao -13,8% (o1 -34,8
AO -4,4). NpopoAbHaA pedopmMaumsa yxyallanacb C YBEAMYEHUMEM CTaAMM MOPaXEHUs cepala co
CPEeAHUMM 3HadeHusamu -17,8%, -14,6%, -13,1% u -9,6% ana craaum |, 1, llla wmn lllb
CO0TBETCTBEHHO (p=0,007).

dubpuanauma npeacepami boina 3adukcupoBaHa y 23%, HaAKEAYAOUKOBAA TaxmKapAms
-y 31,9%, HapKEeAyAOUKOBbIE 3KCTpAcUCTOAMM - Yy 39,7% nauueHToB. XXeaypoukoBas
9KCTpPacUCTOAMA Habatopanacb y 73,7%, XeayaoukoBas Taxukapama - y 13,2% naumeHToB.
CuHoaTtpuanbHasas 6AOKapa 3apeructpupoBaHa y 6,6%, aTpuo-BEHTPUKYyASipHAs OAOKapa - y
19,8% nauneHToB. CMHKONAAbHbIE COCTOSAHMA BO3HUKAM Yy 12,3% naumMeHToB. MICKYCCTBEHHbIN
BoauTeEAb puTMa (MBP) 6bIA ycTaHOBAEH 8 nauueHTam. HeobxopaMMocTb ycTaHoBku WBP
KOPPEAMpOBaAa C TAXECTbO MopaxeHus cepaua (p=0,003). Yactota TPOMOBO3IMOOAMUECKMX
OCAOXHEHMW cocTaBuMAa 13%: MHPapKT Muokapaa - 11,4%, ocTtpoe HapylleHue MO3roBOro
KpoBoobpaLleHus - 5,7% . Tpombbl B NPEACEPAUSAX BbISBAEHbI y 2 NaUUEHTOB (1,6%).

KyMyAaTMUBHAsA 4JacToTa AOCTMXEHMSA TeMaTOAOrMYEecKOro OoTBeTa B TeyeHue 2 AeT
coctaBuAa 56,96% 1 He 3aBUCEAa OT CTaAUKM NopaxeHusa cepaua (p>0,05). AByXAETHAS YyacToTa
AOCTUXEHUS KapAMaAbHOro oTtBeTa coctaBuaa 39,1%. A0 pasBUTUA TEMATOAOTMYECKOTO W
KapAWaAbHOIo oTBeTa NorMbam 26,5% n 29,9% naumMeHToB, COOTBETCTBEHHO.

Obuwas BbKMBAEMOCTb B TeueHMe 5 AeT cocTaBuna 62,6%, BbDKMBAEMOCTb 6e3
reMaTOAOTMUYECKOrO MPOrPECCUPOBAHNA U YXYALLEHUA MO OCHOBHbIM OpraHam - 39,3%. B
PErPECCMOHHOM  aHanM3e  Kokca  MOATBEPXAEHbI 3 He3aBUCUMbIX  MPeAMKTOpa
HebAaaronpuaTHoro mcxopa: yposeHb NT-proBNP = 2500 nr/ma (OP 3,231, 95% AWM, 1,455-
7,144, p=0,004), uHAekc ypapHoro obbema < 25 (OP 2,312, 95% AU, 1,159-4,611,
p=0,0174), cuHkone B aHamHese (OP 2,883, 95% AU, 1,19-6,986, p=0,0191). Passutne
reMaTtoAOrMYEeCcKOro OTBETa Ha Tepanuio NOAOXKMUTEAbHO BAMSIAO Ha Pe3yAbTaTbl BbKMBAEMOCTU
(OP 0,073, 95% AM, 0,033-0,162, p<0,0001).

3akAloueHue.

BcecTOpoHHSIA OLeHKa NopaXxeHuns cepaua npu AL-amuaomnpose B poebtote 3aboaeBaHums,
ajpeKBaTHas KapAvaAbHasi Tepanusi MOryT CHU3WUTb PUCK pPaHHEW AeTaAbHOCTU BCAEACTBUE
CEPAEYHbIX MPUUYMH, @ 3HAUYUT MOBLICUTb LUAHC AOCTMXEHUSA TrEeMaTOAOrMYECKOro OTBeTa U
BbI)XMBAEMOCTW.

THE EFFECT ON THE PROGNOSIS OF HEART INVOLMENT IN PATIENTS
WITH SYSTEMIC AL-AMYLOIDOSIS.

Pirogova 0.V.1, Kudyasheva 0.V1.,, Chernous M.V.1, Gorodnova M.A.2, Lamden D.K.%,
Novitskaya K.A.1, Smirnova A.G.1, Yakovleva A.V.2, lonin V.A.3, Ananjin A.M.3, Moiseev |.S.1,
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Introduction.

The heart is the main target organ in systemic AL amyloidosis. The clinical features and
prognosis of systemic AL amyloidosis with cardiac involvement are not well understood and
require a multidisciplinary approach.

Materials and methods.

The analysis included 123 patients with heart damage due to systemic AL amyloidosis,
identified since January 2004 until July 2023 at the RM Gorbacheva Research Institute.

Results.

Stage |, Il, llla and lllb heart disease was detected in 13.8%, 50.4%, 17.9% and 17.9%
of patients, respectively.

Chronic heart failure (CHF) eveloped in 65.9%, of which severe degree - in 25.4% of
patients. 90.2% of patients, despite the presence of CHF, had preserved left ventricular
ejection fraction (EF) (>40%), the average value for EF was 59.6% (33 - 78%).

The left ventricular stroke volume index (LVSI) was reduced (<41 ml/m2) in 92.7% of
patients, the average value for LVSI was 26.1 ml/m2 (8.3 - 49.5). LVSI decreased depending
on the stage of cardiac damage: 30.9 ml/m2, 26.8 ml/m2, 24.8 ml/m2 and 21.4 ml/m2 for
stages |, Il, llla and lllb, respectively (p = 0.0006) .

The total global strain (GS) was increased > -20% in 94.6% of patients, the average GS
was -13.8% (from -34.8% to -4.4%). Longitudinal strain worsened with increasing cardiac stage

with a mean of -17.8%, -14.6%, -13.1% and -9.6% for stages |, Il, llla and lllb, respectively
(p=0.007).
Atrial fibrillation was recorded in 23%, supraventricular tachycardia - in 31.9%,

supraventricular extrasystoles - in 39.7% of patients. Ventricular extrasystole was observed in
73.7%, ventricular tachycardia - in 13.2% of patients. Sinoatrial block was registered in 6.6%,
atrioventricular block - in 19.8% of patients.

Syncope occurred in 12.3% of patients. An artificial cardiac pacemaker (APM) was
installed in 8 patients. The need to install an APM correlated with the severity of cardiac
damage (p=0.003).

The incidence of thromboembolic complications was 13%, 11.4% of patients suffered
myocardial infarction, 5.7% suffered acute cerebrovascular accident. Thrombi in the atria were
detected in 2 patients (1.6%).

The 2-year cumulative rate of achieving hematological response was 56.96% and did
not depend on the stage of cardiac damage (p>0.05). The 2-year cardiac response rate was
39.1%. 26.5% of patients died before a hematological response was achieved and 29.9% died
before a cardiac response was achieved.

5-year overall survival was 62.6%, survival without hematological progression and
deterioration in major organs was 39.3%.

Cox regression analysis confirmed 3 independent predictors of unfavorable outcome:
NT-proBNP level > 2500 pg/ml (RR=3.231, 95%Cl 1.455-7.144, p=0.004), stroke volume
index <25 (RR=2.312, 95%Cl 1.159-4.611, p=0.0174), history of syncope (RR=2.883, 95%ClI
1.19-6.986, p=0.0191). The development of hematological response to therapy had a positive
effect on survival outcomes (HR 0.073, 95% CI, 0.033-0.162, p < 0.0001).

Conclusion.

A comprehensive assessment of cardiac damage in AL amyloidosis at the onset of the
disease and adequate cardiac therapy can reduce the risk of early mortality due to cardiac
causes, and therefore increase the chance of achieving a hematological response and survival.



BeeaeHue.

AmMuAOMAO3bI - rpynna 3aboAeBaHWIA, B OCHOBE MaTOreHe3a KOTOPbIX AEXWUT
HENpPaBWAbHOE CKAAAbiBaHWME 6enka B MPOCTPAHCTBE, YTO MPUBOAMT K 0Opa3oBaHWUIO
OUOPUAAAPHDBIX  AEMO3UTOB, KOTOPbIE OTKAQAbIBAKOTCS B Pa3AMUHbIX OpraHax, Bbl3blBas
natonoruto. B HacTtosiee Bpemsa  UAEHTUGUUMpPOBAHO 6onee 60 6eAkoB, CNOCOOHbIX
arpermpoBatbcsi B dnbpuanbl ammnnompa, 6onee 30 U3 HMX BbI3bIBAKOT NATOAOTUIO Y YEAOBEKA
[1,2].

AL-aMMAOMAO3 - CaMbli YacTbid BapMaHT CUCTEMHOIO aMMUAOMAO3a. ANA BO3HUKHOBEHUSA
3aboneBaHUA HEOOXOAMMO HECKOAbKO YCAOBWM, TAABHbIMU M3 KOTOPbIX ABAAIOTCA, HaAMuMue
HeOOAbLLOrO OMyXOAEBOIO KAOHA, Kak MPaBWMAO, 3TO KAOH MAA3MaTUUYECKMX KAETOK, KOTOpPbIM
CUHTE3NPYET TEPMOAUHAMUUYECKU U KUHETUUECKU HECTAOUAbHbIE AUMEPBI AErKux uenen. Y 4%
NauUMEHTOB KAOH MOXET OblTb NpPeAcTaBAeH AMMOLMTaMU. KMHeTMUYeckas ‘HecTabUAbHOCTb
AETKUX Lenen NpUBOAWUT K TOMY, YTO MOA AEWUCTBMEM NpoTea3 AMMEPbI AErKMX Lenen Aerko
PacLLENAAOTCA Ha MOHOMEPLI, KOTOPbIE B CBOK OYEPEAb B pe3yAbTaTe TEPMOANUHAMUUYECKON
HeCTabUALHOCTM CMOCOOHbI MEHATb MPOCTPAHCTBEHHYHD KOHOUIYPaALMIO W YKAAAbIBaTbCA B [-
CKAQAYATYHO CTPYKTYPY — MPEALLECTBEHHUK aMUAOUAHON GUOPUAABI [3].

KAMHUYECKasa KapTMHa cucTtemMHoro AL-ammnaonpo3a pasHoobpasHa U MOXET OTAMYATLCA Y
Pa3AMYHbIX NALMEHTOB, CBA3AHO 3TO CO CNELUPUUECKUMU MyTaLMAMIW B BapuabeAbHOM AOMEHE
AETKOW Lenu, KOTOpble OTBEYALOT 3a TPOMHOCTb K ONPeAEAEeHHbIM opraHam [4].

06bearHAOWMM GaKTOPOM AASl BCEX MALUMEHTOB ABAAETCA 3aBMCMMOCTb MPOrHO3a OT
CTaAMKU NOpaXeHusa cepala. Yem Taxeaee CTaaMsl MOPaXeEHUA cepala, TEM XyXe MNpOorHos B
OTHOLUEHMN BbXKMBAEMOCTH [5,6].

[MaToreHes3 nopaxeHus cepala CBSiI3aH, KakK C HEMOCPEACTBEHHLIM HaKOMNAEHMEM MaccC
aMUAOUAQ, TaK U C TOKCUUYECKUM AEUCTBUEM LIUPKYAUPYHOLLIMX CBODOAHBIX AEFKUX LIENEN.

HakonaeHWe aMuAOMAa B CEPALLE MPUBOAUT K YBEAMUEHMIO MACChl MUOKApAA U TOALLMHbI
CTEHOK, UTO B CBOKO OYEPEAb BbI3bIBAET CHMXEHNE BO3MOXHOCTU PacCAabAEHUA U yBEAUUYEHUE
XECTKOCTU CEPAEYHOM MblllLpbl, B pPe3yAbTaTe 3TO MNPOABAAETCS BO3HUKHOBEHMEM W
NPOrpeccupoBaHUEM XPOHUUECKON CEPAEYHON HEAOCTATOUHOCTU. TaKkKe HAaKOMAEHHbIM aMUAOUA
NPensATCTByeT MPOBEAEHUIO HEPBHOMO MMMYAbCa, YTO OTPaXaeTcA B MOSABAEHUU HapyLUEHWK
pUTMa W NPOBOAMMOCTU. LMpKyAMpytOLLME MOHOMEpPbLI CBOOOAHBIX AErKMX LENer U WUXx
nocaeaytoime Gopmbl (OAMroMepbl) 06AAAAIOT NPSMON KAaPANOTOKCUMUHOCTBIO, Bbi3biBasi Kackaa
peakumMi B KapAMOMWUOUMTaX, MPUBOASLLMX K AMSOCOMAAbHOW AUCOYHKLUMK, YXYALLEHUIO
aytodarnmn, nOBPEXAEHUKD MUTOXOHAPWM, UYTO B KOHEYHOM CYETe MPUBOAMT K YCUAEHWIO
anonto3a KapAMOMMUOLIMTOB U CHUXEHUIO COKPaTUMOCTU cepaula. [AaBHbIM MNPOSIBAEHUEM
KapAWOTOKCUYHOCTU SABASIETCS POCT MapkepoB noBpexaeHus muokapaa - NT-proBNP, BNP u
TPONOHUHOB [7]. B HacTosilee Bpems 0bcyXAaeTcs TPeTU MexaHU3M MOBPEXAEHUS cepAala
npu cucteMHOM AL-amunaompo3e - 3TO M3ObITOUHAA aKTMBALMA KapAMaAbHbIx GUbpobAACTOB,
KOTOpasi MPUBOAUT K AOMOAHUTEABHOMY OUOPO3Yy MMOKapAa, UTO, HapsAy C HaKOMAEHWEM
aMUNAOUAHBIX GUOPUAA, YCYTYOAIET CEPAEYUHYHO AUCOYHKLMIO [8].

B Hallei pabote Mbl MOMNbITAAUCb MpPOAHAAM3UMPOBATb MNPOSABAEHWUSI cepaedvHoro AlL-
aMWAOMAO03a, OLLEHUTb GaKTOPbl, BAUSIOLLIME HA MPOrHO3 U Pe3yAbTaTbl BbXXMBAEMOCTH.

MaTepuansl U METOABI.

[pynna nccaeaoBaHUA.

Bcero B HUMA AOTUT um. P.M. Topbaueson MCM6GIMY nm. W.M. MaBroBa HabAOAAAOCH
219 nauneHToB ¢ CUCTEMHbIM AL-aMMUAOMAO30M. KPpUTEPUEM BKAKOUEHUSI B UCCAEAOBAHUE ObINO
HaAKMuME nopaxeHusa cepaua npu AL-amuaonpose. B aHann3 BkatoueHo 187 nauneHTtoB (85,3%).
BBu1AY OTCYTCTBMA YacTu A@HHbIX, 64 NauMeHTa 6bIA UICKAKOUYEHBI U3 aHaAM3a.

Bce nauneHTbl noanucaaM  MHPOPMMUPOBAHHOE COrAacMe Ha  MCMNOAb30BaHWe
MEAULMHCKOM MHOOPMALMM B HayuHbIX LEASIX. MccaepoBaHME ObINO OAOBPEHO STUUECKUM
komutetom OBy BO TMNCMN6IMY um. W.M. MNaBroBa M NPOBOAMAOCH B COOTBETCTBMM C
XeAbCUHCKOWN AEKAAPaLMEN.

CucteMHbIi  AL-amunaorpo3 6bin yctaHoBaeH B HUUM AOTuT um. P.M. TopbauesoM
NcnerMy mm. W.M. Naesnosa ¢ AHBapa 2004r. no ntoab 2023r. Ha OCHOBAHWUW PEKOMEHAALNI
MexayHapoaHOW  pabouen  rpynnbl:  MOATBEPXAEHWME  HAAMUMA  OMYXOAEBOrO  KAOHA,
CUHTEe3upyloLLero cBOOOAHbIE AErkMe Lenu Kanna WA AaMbpa, a Takxe, ObHapyXeHue
aMuAOUAA B BUonTaTe NOAKOXHOIO Xupa, AMbo B Apyrux opraHax [9].



Bcem nauvMeHTamM  BBIMOAHSAM  OMOMCUMIO  KOCTHOMO  MO3ra C  MOCAEAYHOLLUM
UMMYHODEHOTUNUPOBAHUEM, AMBO  MMMYHOTMCTOXMUYECKUM  MOATBEPXAEHMEM  HAAMUUS
OMYXOAEBOr0 KAOHA. OKpallMBaHME KOHIO KpacHbIM WCMOAb30BaAM AN  OOHapyXeHus
OTAOXEHUW amMuAoMAa. MMMYHOrMCTOXMMUYECKOE MOATBEPXAEHWE AL-aMMAOMAO3a MOAYYEHO C
MCNOAb30BAHUEM CNELUPUUECKUX aHTUTEA K aMUAOUAY AETKOM LIENKU Kanna u AamMmbAa, a Takxe K
amMmuaomnay A n ammaompy TTR.

BoBreueHne cepala  BbICTABASIAOCb  HA  OCHOBAHMM  OOHApYXEHUA  YTOALLEHUSA
MEXXXeAYAOUKOBOM neperopoakun (MXKIM) boree 12MM MAM NOBbLILLIEHUA CEPAEYHbIX MAPKEPOB -
CbIBOPOTOYHOIO N-KOHLIEBOIO HaTPUUYPETUUYECKOTO nentuaa npo-B-tnna n
BbICOKOUYYBCTBUTEAbHbIX TPOMOHWMHOB | U T. CTapMpoBaHWe MopaxeHusa cepaua NPOBOAMAM NO
knaccudukaumn Mayo 2004/EBponenckor cucteme ctapmpoBanus (tabanua 1) [6,9].

Tabamua 1. Crapum nopaxeHus cepaua no Mayo 2004/EBponeiickoi  cucteme
CTaAMPOBaHMUA.

TponoHuH T NT-proBNP, Crapus
Mayo >0.035 MKr/A >332 Hr/A | = HopMma
2004/EBponenckas =11
cuctema =21
CTaAMPOBAHUSA
Ans b >8500 Hr/A
CTapuu

MHCTpyMeHTaAbHbIE U AaboPaTOPHbIE MCCAEAOBAHMS.

Kapanonornyeckoe o6CAep0BaHUE BKAKOUAAO MHCTPYMEHTAAbHbLIE METOAbI OLEHKW, TAKUE
Kak 9xokapAuorpaduio, CyTOYHOE MOHUTOPUPOBAHUE IAEKTPOKApPAMOIrpaMmMmbl C  AQTYUKOM
AABAEHUS, AabopaTopHble MeToAbl: namepeHue ypoBHSA NT-proBNP, TponoHuHoB I/ T, a Takxke
onpeAeAeHUe HAaAMUUA XPOHUUYECKON CEPAEYHOM HEAOCTATOYHOCTU U CTaauM No Hbto-Mopkekoii
Accounauun Cepaua (NYHA). C< yuyetoM OCOBEHHOCTU TEUEHUS] XPOHUYECKOW CEPAEYHOM
HEAOCTATOUYHOCTU C COXpPaHHOW dppakuuen Bbibpoca y naumeHToB ¢ AL-amnnaonpo3om, ana bonee
TOYHOM OLIEHKM MOpaXeHUs CepAla MCMOAb30BAaACA MHAEKC YAAPHOro obbemMa - pacuyeTHbIn
nokasaTeAb OTHOLLEHWUS YAGPHOrO 06beMa — KOAMYECTBO KPOBU, BbIOPACLIBAEMOIO XEAYAOUKOM
cepALa B apTepranbHyd CUCTEMY 3@ OAHY CUCTOAY K MAOLLLAAM MOBEPXHOCTU TEAA.

[eMaToAOrMYECKMA OTBET, a TakXe OTBET MO CEPALY OLEHWMBAAUCH C MCMOAbB30BAHUEM
TEKYLLIMX KOHCEHCYCHbIX KpuTepueB ana AL-amunnonposa [10-12].

C 2021r. Bcem naupeHTam BbINOAHAAACH OLlEHKa TAOBaAbHOM NPOAOABHOM AedopMaLmK
(CTpenHa) AeBOro XeAyaAouka (n=64).

MoapobHasA xapaKTepucThka NauMeEHTOB NpeAcTaBAeHa B Tabauue 1. CpeapHUIt Bo3pacT
cocTaBUA 61,5 AeT (amana3oH 34,3 - 85,6 AeT). BoAbLIMHCTBO nauueHToB (72,4%) UMEAU KAOH,
NPOAYLMPYIOLIMIA AETKYIO LieNb, ASMOAa. Y 48,4% naumeHToB (N=60) 3adUKCMPOBAHO COYETAHUE
CUCTEMHOro AL-amurAOMAO3a C @aKTMBHOM MHOXECTBEHHON MUeAoMoMn, y 16,1% (n=20) B KOCTHOM
Mo3re 6bin0 6onee 10% naasmaTtMueckux KAeTok 6e3 npusHakoB CRAB-cuHapoma, 4%
naumMeHToB (n=5) numenn IgM AL-aMHUAOMAOS.

Tabavua 1. XapakTepucTMka naumueHToB

N=123
Mona, n (%)
My>XUMHbI 61 (49,6)
XXeHWwMmHbI 62 (50,4)
BospacTt, mepmMaHa (AManas3oH) 61,5 (34,3 - 85,6)
3apenictBoBaHHas cBoboaHas Aerkas uenb, n (%)
Kanna
Nambaa 31 (25)
92 (72,4)




CrapnpoBaHue Mayo 2004/EBponenickas
cuctemMma ctapmpoBaHus, n (%)
I 17 (13,8)
Il 62 (50,4)
llla 22 (17,9)
b 22 (17,9)
Craamun nopaxeHus nouvek, n=109 (%)
I 22 (20,2)
Il 57 (52,3)
1] 30 (27,5)
Ananms, n (%) 18 (14,5)
lMAa3amaTuyeckue KAETKM B KOCTHOM Mo3dre (%), 8 (1-56)
MeAnaHa (AManasoH)
MauuneHTbl ¢ 210% nAasmMaTUYecKux KAeTOK 6e3 20(16,1)
MHOXXECTBEHHOM MUEAOMBbI, N (%)
MaumMeHTbl C MHOXECTBEHHOM MUEAOMON, N (%) 60 (48,4)
KOAMYECTBO BOBAEUYEHHbIX OpraHoB, MeAMaHa 3 (2-8)
(AManasoH)
KOAMYECTBO BOBAEYEHHbIX OPraHoB =3, n (%) 121 (82,1%)
MNopaxeHune opraHos, n (%)
Cepaue 123 (100)
Mouka 109 (88,6)
HepBHasa cuctema 76 (61,8)
MNeueHb 53 (43,7)
XKeAyAOUHO-KMLLIEYHbBIW TPAKT 30 (24,4)
Nerkvne 15 (12,2)
AMMdaTUUECKME Y3AbI 10 (5.3)
A3bIK 11 (8,9)
HaanoyeuHuku 3(2,5)
LLlMToBMAHASA Xenela 9(13,4)
Apyrue 12 (9,7)
NabopatopHble Mokas3aTeAr  MpPU - NOCTAHOBKE
AMArHo3a 2471 (54 -
NT-proBNP (nr/ma), MeanaHa (AManas3oH) 127500)
CINB (r/24u) 6,7 (0-33.9)
CK® (MA/MKH/ 1,7 3M2) 60,9 (0,128-117)

NT-proBNP - N-koHLEBOM dparMeHT HaTPUMYPETUYECKOrO nponenTtnaa B-tuna,
CMNB - cytouHas noteps 6enka ¢ MoUoin, CKO - cKopoCTb kKAyOOUKOBOM GUALTPALIMM

CTatncTm4yeckum aHaama.

AN XapaKeTPUCTUKKU TPynnbl MCMOAb30OBAAUCh OMUCATEAbHble CTAaTUCTUKU. CpaBHEHUE
AOTMYECKMX TMEPEMEHHbIX MPOBOAMAOCLH TECTOM XW-KBappaT, AASI CPaBHEHUSA  Pa3AUYUUK
napamMeTpuUyecKUx NepemMeHHbIX B ABYX rpynnax MCNOAb30OBaAcs TeCT MaHHa-YWUTHU, B Tpex M
bonee rpynnax - Kpackena — Yoaanca. AAS OLUEHKM BbIXKMBAEMOCTU WMCMOAb30BAACA METOA
KanaaHa-Menepa n AOr-paHr TecT. AAST OLEHKM KYMYASTUBHOM 4acTOTbl OTBETA MCMOAb30BAACSH
MeToA 'pest, rAe KOHKYPUPYIOLWUM pUCKaM ObiAa PaHHASE AeTaAbHOCTb.

AAS CTATUCTUUYECKOTO aHaAM3a MCMOAb30BaAMCb MNporpamMmHble naketbl r 4.3 n SPSS
23.0. AAS BCEX TECTOB CPaBHEHMS UCMOAB30BaAaCh AocToBepHOCTb 0.05.

PesyAbtarthl.



XapaKTepUCTUKu NopaxeHus cepaLa y naumeHTos ¢ AL-aMuAOnA030M.

MearaHa BPpEMEHU OT MOMEHTa NOABAEHMS NEPBbIX CUMNTOMOB AO AMArHo3a cocTaBuAa
9 mec (1-199,2). MNo3aHss AMarHoctuka (bonee 6 mec) 3apukcrMpoBaHa y 65,8% nauMeHToB, Y
38,2% nauneHToB AMarHo3 yCTaHOBAEH BoAee ueM yepes rop OT NepBbiX NPOABAEHUA BOAESHMU.

82,1% nauMeHToB WMMeAUM nopaxeHne 3 u 6bonee opraHoB (n=102), npeobrapanu
nauMeHTbl ¢ BOBAeUYeHMEM nouek (88,6%), HepBHOU cuctembl (61,8%) u neueHn (43,7%).
MeanaHa KoAMYecTBa MOPaXXEHHbIX OpraHoB coctaBuaa 3 (2-8), 14,5% naumentoB (n=18) c Il
CTapAMEN MOpaXeHusa noyek Hyxpaamcb B ananmide. 33,3% naumeHtoB (n=41) umeAn
OPTOCTATUYECKYIO TUMNOTEH3UIO B CAEACTBME TSXKEAOr0 MopaxXeHuss aBTOHOMHOW HepBHOMU
CUCTEMDI.

13,8% naumeHToB (N=17) OTHECEHbI K | cTapauK nopaxeHusa cepaua, 50,4% (n=62) - ko |l
ctapmu, 17,9% (n=22) - K llla ctaanmn n 17,9% (n=22) k lllb ctaaumn no knaccudukaumm Mayo
2004/EBponencKon cucteme ctTapnpoBanus [6,9].

XpoHuuyeckaa cepaevHasa HepoctaTouHOCTb (XCH) pasBunaack y 65,9% naupeHTtoB (n=81),
n3 Hux Taxenon creneHn (NYHA >3) y 25,4% naumeHtoB (n=31). 90,2% nauneHToB (N=81) He
CMOTPA Ha HannMume XCH nmean coxpaHHyto ¢pakumio Bbibpoca AeBoro xeayaouka (PB) (>40%),
cpepHee 3HauveHne ana OB coctaBunao 59,6% (33 - 78). Tem He MeHee, HabAOAAAOCH
CHUXEHWE cpeaHMx nokasatenen OB B 3aBUCMMOCTU OT TAXECTU MOPaxeHus cepaua: npu |
ctapnun — 64,3%, npu Il - 61,7%, npu llla - 57,5%, npu lllb —52,1% (p<0,0001) (prcyHoK 1).

B otAanume ot OB, nHAEKC ypaapHoro obbema AeBoro xeayaouka (MYO) 6bin cHMXEH (<41
MA/M2) y 92,7% naumeHToB (n=112), cpeaHee 3HaueHue aaa YO coctaBuno 26,1 ma/m?2 (8,3 -
49,5). YO cHMXaAcsa B 3aBUMCUMOCTM OT CTaAUKM nopaxeHus cepaua 30,9 ma/M2, 26,8 MA/M2,
24,8 MA/M2 1 21,4 ma/M2 anst ctapmi L, 1, 1la u llib cootBeTcTtBeHHO (p=0,006) (pucyHok 1).

CpeaHee 3HauyeHWe TOALLUMHbI MEXOKeAYAoukoBOM neperopoaku (MXI) coctaBuno 15,4
MM (9,6-26). PacnpepeneHue ToAwMHbL . MXKI.  mMexay CcTapuMsMK  MopaxeHusa cepAala
CTaTUCTUUYECKM AOCTOBEPHO OTAMYAAOCH M COOTBETCTBOBAAO CPEAHMM 3HauyeHuam 14,3, 14,8,
15,4 n 18,1 mm, ana craamn |, I, llla v llib (p<0,0001) (pucyHoK 1). Y yactu nauueHToB, He
CMOTpSA Ha otcyTcTBue yToaweHua MXIT, passuaacbk XCH.

O6bwmr ranobanbHbIM CTperH ObiA noBbilieH > 20% y 94,6% nauMeHTOB, KOTOPbIM
BbIMOAHAAOCb 3TO UCCAEAOBAHUE, CPEAHEE 3HAUEHME 00LLIEro rA0HaAbHOIO CTPEHa COCTaBUAO -
13,8% (o1 -34,8% p0 -4,4%). [poAOAbHAS AedopMaumsa YXyAllaAacb C YBEAUYEHUEM CTaAUM
nopaxxeHusi cepaLia co CPeAHUM 3HaueHuem -17,8%, -14,6%, -13,1% u -9,6% anqa ctaauu |, 11, llla
n llib cootBetcTBEHHO. (p=0,007) (PMCYHOK 1).

PucyHok 1. B3auMOCBS3b MeEXAY CTaAMSIMW MOPaXeHUs cepala U axorpadpuyecknmmu
nokasaTtensimu

100 ) 2

40 pod

®pakumsa Bsibpoca nUYO, %
>
Tonwmra MXMN nOrC

10

20

CTapus nopaxeHus cepaua
® ®B e UYO o MXN orc

MXI - mexxeaypaoukoBas neperopoaka, ®B - ¢pakums Bbibpoca, OFC - obwmi
rnobanbHbIn cTpenH, YO - MHAEKC yaapHOro obbema

HapyLeHnsa putma u rnpoBoAHMOCTH.

B uccnepyemor  rpynne  nauMeHTOB MO A@HHbIM  CYTOYHOrO  MOHWMTOPMHra
INEKTPOKAPANOrpaMMbl PETMCTPMPOBAAUCH PA3AMUHbBIE HAPYLUEHUA PUTMA U NPOBOANUMOCTMH.

OUbPUANALMA NPEACEPAUI, KAaK MEPCUCTUPYIOLLAsA, TaK WU MOCTOAHHAA ¢opMbl, ObiAa
3adukcunpoBaHa y 23% nauueHTtoB (n=19), HapXeAypoukoBasa Taxukapamnsa - y 31,9% (n=37),
HaAXKEAYAOUKOBbIE 3KCTPACUCTOAMK — ¥ 39,7% (n=48).



)XXenyaoukoBasi  3KCTPACUCTOAMA  Habaopanack Yy 73,7% (n=87), XeAyAoukoBas
Taxukapamnsa - y 13,2% naumMeHtoB (n=16).

CuHoaTpuanbHas OBAOKapa 3apeructpupoBaHa y 6,6% (n=8), aTpuO-BEHTPUKYASPHAS
6rokapa - y 19,8% (n=24) nauMeHTOB.

YanmHeHue nntepsana QT 3adumkcupoBaHo y 37,2% (n=45) nauMeHToB.

CUHKOMaAbHbIE COCTOSIHUS, CBSI3a@HHble C HapyLleHUAMM pUTMa U NPOBOAUMMOCTH
BO3HUKAU Yy 12,3% nauneHToB (n=15). cKycCTBEHHbIN BoAUTEAb pUTMa (MBP) BbiA ycTaHOBAEH 8
nauveHTam (6,5%). HeobxoaMmocTb yctaHOBKM MBP koppeArpoBana C TSXECTbHO MOPaXeHUs
cepaua (p=0,003).

Bce Buabl aputmunii HaMbonee yacTto BCcTpevyanrucb npu 3 (A u B) ctapMm nopaxenHus
cepaua (PUCYHOK 2).

PucyHok 2. B3aumocBA3b CTapMd MNOPaXeHWUs Cepala W HapyleHWrW puTtMa W
NPOBOAVMMOCTH.

CepaeyHo-cocyancTsie coObITHS.

YacTtota TPOMO603IMOOANMUECKUX OCAOXHEHUI cocTaBuaa 13% (n=16), 11,4% nauneHToB
(n=14) nepeHecAn UHAPKT 'MUOKapAa, 5,7% (nN=7) - OCTpoe HapylleHWe MO3roBoro
kKpoBooOpalleHMa. Tpombbl B MPEACEPAUSX BbIIBAEHbI y 2 nauueHtoB (1,6%). CepaeuHo-
COCYAMUCTbIE COOBITUSA NPaAKTUUYECKM HE BO3HMKAAM Y MALMEHTOB C 1 CTapAMen nopaxeHusa cepala
B OTAMYME OT NALMEHTOB C NPOABUHYTLIMWU CTAAMAMMU (PUCYHOK 3)

PucyHok 3. B3auMOCBSiI3b MeXAY CTAaAUEN MOPaxXeHWs Cepala U pa3BUTUEM CEPAEYUYHO-
COCYAMUCTbIX CODBITUNA.

2

[emMaroNoruyecKui n opraHHbIH OTBETSI.

2-\ETHAS KYMYAATMBHasi 4yacTtoTa AOCTMXEHWSA TemMaTOAOrMYEeCKOro oTBeTa COCTaBMAA
56,96% 1 He 3aBuUceAa OT CTapMKn nopaxeHusa cepaua (p>0,05). 2-AeTHAA YyacToTa AOCTUXEHMUSA
KapAMaAbHOro oTBeTa coctaBuaa 39,1% (pUCYyHOK 4).

26,5% nauuMeHToB nornban, He ycneB AOCTMUb FEMATOAOrMYeckoro otBeta U 29,9%
nornbau, He pa3BUB KapAUaAAbHbIV OTBET.

PucyHok 4. KymyaaTMBHasi 4actota AOCTMXEHMA reMaTOAOTMYECKOro U KapAWAAbHOIO
OTBETOB.
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MeanaHa BpeMeHU HabAAEHMA 3@ BbIXXMBLUMMW NaUMeHTaMun cocTaBuaa 35,9 mecaues
(0,6 - 211,2).

5-AneTHAA  obwan  BbDKMBAEMOCTb  cocTaBuMAa  62,6%, - BbIKMBaemMocTb  6e3
reMaTOAOrMUYECKOro NPOrpPeCcCUPOBaAHUS U YXYALLEHUSA MO OCHOBHbIM opraHam 39,3%.

B 3aBMCMMOCTM OT CTaAMM MNOPaXeHUA Ccepala  5-AeTHAS obulas  BbKMBAEMOCTb
coctaBuna 94,1%, 61,3%, 54,5% n 50%, ana LIL1a v lllb ctapmui coorBetcTtBEHHO (p=0,0042).

B opHOdAKTOPHOM aHaAu3e, NOMMMO CTaAMK MOPaXEHUS CepALLa, MPEAUKTOPAMU MAOXOM
BbDKMBAEMOCTM ObIAM MEPEHECEHHBLIN MHOAPKT MUOKapaa (38,5% npotuB 65,4%, p=0,02),
HaAMYME XPOHUYECKOW CepaedHor HepocTatouyHoctn (53,1% npotme 80,9%, p=0,0012),
ocobeHHo, ecan NYHA >3 (45,16% npotuB 68,13%, p=0,0022), ypoBeHb NT-proBNP > 2500
nr/mMa (42,4% npotns 81,25%, p<0,001), dbpakuusa Bblbpoca AeBOro xeayaouka < 60% (53,6%
npotuB 70,8%, p=0,009), uHaekc ypapHoro obbema < 25 (54,4% npotuB 77,6%, p=0,006),
CMHKONe B aHamHe3e (46,6% npotmB- 64,5%, p=0,03), rMNOTEH3UA (CUCTOAMYECKOE
aptepuanbHoe paBaeHMe <90 wmm.pt.cT.) (52,4% npotmB 67,9%, p=0,047), HarmMuue
MHOXECTBEHHON MWEAOMbI MAM >10% nAa3MaTUUYECKUX KAETOK B KOCTHOM MO3re npoTuB
M30AMPOBAHHOIO cuctemMHoro AlL-amuaouposa (60% npotmB 55% npotmB 70,7%, p=0,03),
OTCYTCTBME reMaToAOrnMyeckoro oteeta (26,1% npotmus 85,7%, p<0,0001) (tabanua 2), (PUCYHOK
5).

PucyHok 5. O6uwas BbXKMBAEMOCTb B 3aBUCUMOCTM OT AOCTMXKEHMSA reMaTOAOrMYECKOro
OTBETa

+ Censored
Logrank p <.0001

Tem oTeeT (+) 85,7%

0 500 1000 1500
Bpemsa (fHu)

Tabauua 2. OpAHOdDaKTOPHBIM aHaAu3 obLLEel BbDXKMBAeMOCTH

®aktop Obuwas P
BbI)XMBAEMOCTb
Craama nopaxeHua cepaua 94,1%, 61,3%, 0,0
LILIa v llib 54,5% n 50% 042
NHPapKT MMOKapaa 38,5% npotuB 65,4% 0,0
2
Haanuue XPOHMUYECKOM 53,1% npotuB 80,9% 0,0
CEPAEYHON HEAOCTATOYHOCTH 012
NYHA >3 45,16% npoTMB 0,0
68,13% 022
NT-proBNP > 2500 nr/ma 42,4% npoTuB <0,
81,25% 001




®pakuma Bblbpoca AEBOIO 53,6% npotnB 70,8% 0,0

xXeaypouka < 60% 09
NHAeKC ynapHoro obbema < 25 54,4% npotuB 77,6% 0,0
06
CuHKoNe B aHaMHe3e 46,6% npotmB 64,5% 0,0
3
MmMnoteH3us (cuctonnueckoe 52,4% npotnB 67,9% 0,0
aptepuanbHoe paBaeHne <90 MM.pT.CT.) 47
Haanuune MHOXXECTBEHHOM 60% npotuB 55% 0,0
MUeAOMbl MAKM >10% naa3matuyeckux | npotme 70,7% 3

KAETOK B KOCTHOM MO3re npoTuB
U30AMPOBAHHOIO CUCTEMHOIo AL-
aMUAOMAO3a

OTCcyTCTBME  FEMATOAOTMUYECKOIO 26,1% npotns 85,7% <0,
oTBeTa 0001

NT-proBNP - N-koHUEBOW dparmMeHT HaTpurypeTuueckoro nponentupa B-tmna, NYHA -
CTaAMA CEPAEUYHOM HEAOCTATOUHOCTU NO KaaccudurKauumn Hoto-Mopkekon Accoumaumm Cepaua

B perpeccMoHHOM aHaAM3e Kokca MOATBEPXAEHbI 3 HE3aBUMCUMbIX MPEAMKTOpaA
HebAaronpuaTHOro ucxoapa: yposeHb NT-proBNP > 2500 nr/ma (OP=3,231, 95%AMN 1,455-
7,144, p=0,004), unHpekc ypapHoro obbema < 25 (0P=2,312, 95%AUN 1,159-4,611,
p=0,0174), cnHkone B aHamHe3ze (OP=2,883, 95%AU 1,19-6,986, p=0,0191). Passutne
reMaTtoAOrMYeCcKoro OTBETa Ha Tepanuio NOAOXUTEABHO BAMSINO Ha pPe3yAbTaTbl BbDKMBAEMOCTU
(OP 0,073, 95% AM, 0,033-0,162, p<0,0001) (pucyHOK 6.).

PucyHok 6. MHOro$akTtopHblit aHaAn3 00OLLEN BbIXXMBAEMOCTH

OTHOWEHNE PHCHOR 95% M u anasenie p
oP 95%014 SuaveHiie p
Mifexc yaapHoro ofkema < 25 | B 2312 {1.159-4 611} 00174
NTproBNP = 2500 nrimn | B 323 (1.435-7.174) 0.0040
Currone | B 2883 (1.19-6.988) 001
AL vs =10% MK vs MM - 0a32 (0.583-1.188) 03117
FemaTanofiecsiii oTeeT B 0073 (0.033-0.162) =,0001
0 o5 1 2 3 a3
=-- MiEHEWE METAMSHOCTE -==-  --=-- Bofibuse neTanbHocTs ===

NT-proBNP - N-KoHUEBOW dparMeHT HaTpUHypeTU4eckoro nponentuaa B-tuna, AL - AL
amuaorpo3d, >10MK - naumeHTbl ¢ AL-ammaonpo3om ¢ >10% naa3maTUyecKux KAETOK B KOCTHOM
mo3re, MM - nauueHTbl ¢ MHOXECTBEHHOW MUEAOMOW

Auckyccus.

KAMHUYECKas KapTuHa cucteMmHoro AlL-amumaomMpO3a HecneumduyHa, BCAEACTBUE YeEro,
NauMeHTbl AAUTEABHOE BpPEMS HaOAIOAQIOTCA Y  CMEXHbIX CNeuMaAnctoB (TepaneBToB,
KapAMOAOroB, HEGPOAOrOB, HEBPOAOIrOB) B 3aBUCUMOCTU OT BEAYLLMX CUMMATOMOB U TAXECTU UX
NPoABAEHUIN. [TO3AHAST AMArHOCTMKA OCTAeTCA OAHOM M3 TAaBHbIX MPobAeM cucteMHoro AL-
aMUAOMAO3a, W HalLW A@HHbIE MO BPEMEHW AO MOCTAHOBKU AMArHo3a MOAHOCTbIO COrAacytoTCs C
MWPOBOW cTaTUCTUKOM [13].

PaHHee BbIIBAEHME MO3BOASIET Ha3Ha4WUTb AE€YEeHUE, KOTOPOE MOXET OCTaHOBUTb
NOBPEXAEHUE CEPALA U APYTMX OPraHoB, MOTEHUMAABHO CHUXaa PUCK BHe3anHou cmeptu [14],
M NO3BOASAISI AOCTMUb OPraHHbIM OTBET U YAYULLUTb GYHKLIMIO CEpALA.

MopaxeHune cepaua npu cucteMHoMm AL-amuaonpose aetektupyetcs y ~70% naumeHTos
[15,16], B Hallem UCCAeAOBaHUKM YacToTa Bbina HECKOABKO Bbille U cocTaBuaa 85,3%.

Buomapkepbl MOBPEXAEHUSA CEpALA SBAAIOTCA Haubonee HaAEXHbIMU NPeAUKTopamMu
nporHosa npu AL-amunnaonpose [5,6] 1 AexaT B OCHOBE CUCTEM cTapampoBaHua Mayo 2004 u
2012 [6,17]. B Hawem MCCAEAOBAHUU Mbl TaKXe MOATBEPAMAW BAMSHWE CTAAMM MOPaXEHUSs
cepALa Ha 0611yt BbIXXMBAEMOCTb.



YTOALLEHUE CTEHKM MEXIKEAYAOUKOBOM NEPErOPOAKM MO HALUMM AA@HHbIM COrAacyertcs C
YBEAMYEHWEM CTaAMM MOPAXEHWUS CEPALA M MOXET ObiTb NEPBbIM TPEBOXHbIM CUTHAAOM
cepAeyHOro ammaompo3a [18], oaAHako cepaeyHasi HEAOCTATOYHOCTb MOXET BO3HUKHYTb U Y
NaLUMEHTOB C HOPMAAbHOM  TOALUMHOM CTEHOK cepaua [19,20]. 310 obbscHAeTcA
KapAMOTOKCUYHOCTBIO LIMPKYAUPYHOLLIMX CBODOAHbBIX AErKUX LIEMEN, BbI3bIBAIOLEN AUCHYHKLUIO
MWOKapAa M YBEAUYEHUE CepAeuUHbIX BuomapkepoB. B Halwem uccaepoBaHun ypoBeHb NT-
proBNP >2500 nr/mA 6biA HE3aBUCUMbIM NMPEANKTOPOM MAOXOM BbIXXMBAEMOCTU.

Y naumeHtoB ¢ AL-aMWAOMAO30M, Kak MNpPaBMAO, HAOAIOAQETCA COXPAHEHHAA WAM
YMEPEHHO CHWXEHHas ¢pakumMs BbiOpoca AEBOrO XEAyAOUYKa, UTO MOXET BBOAUTb B
3abnayxaeHne rematonora [21]. Axokapanorpadusa B pexmme strain A OUEHKM rAoHaAbHOM
AedOPMALIMM AEBOTO XEAYAOUKA W pacyeT MHAEKCa yApapHOro obbema MOryT MOMOYb B
ONMpPEeAEAEHUN HaAMUMA U TAXECTU NopaxeHus cepaua [22]. Hawe mnccaepoBaHUE NOKa3aAo
KOPPEASLMIO MEXAY YBEAUYEHMEM MOKasaTeAen MPOAOABHOW Aedopmaumu MUOKapaa AEBOro
XEAYAOUKa M MHAEKCA YAAPHOro ob6bema U CTaAUAMU NOPaXEHUS cepAaLa.

ApUTMUM Yy NALMEHTOB C KapAMaAbHbIM aMWAOMAO30M CBSi3aHbl ' C OOAee BbICOKOM
BHYTPUOOABHUYHOM AETAAbHOCTbIO. PYKOBOACTBYSICb HAlUMM  OMbITOM,  Mbl CUYMTAEM, 4TO
BbINOAHEHME CYTOYHOIO MOHUTOPUHIA SAEKTPOKAPAMOrpamMmbl € AATYUKOM  U3MEPEHUSA
apTeEPUANbHOIO AABAEHUS ABASIETCA 00A3aTEAbHbIM AMArHOCTUYECKMM METOAOM AAS BbIIBAEHUS
APUTMUI, HAPYLLUEHUIM MPOBOAMMOCTU U AETEKLUU CKPbITON TMIOTEH3UN.

Mo MexXAyHapOAHbIM AAHHbIM GUOPUAAALMSA NPEACEPAUM - Hanbonee yacTaa apuTMus
Npv KapAWaAbHOM aMWAOUMAO3E W CBfi3aHa C MOBbILEHHbLIM PUCKOM TPOMOO3IMBOOAUUECKMNX
cobbitnn, oboctpeHun XCH n cmeptn. TpenetaHne NPeacepAuin U Apyrve HaAKeAyAOUYKOBble
TaxMKapAMM Yy MNaUMEHTOB TakXe CBf3aHbl C MOBbIWEHHLIM PUCKOM ~TPOMB0O3IMOOAMUYECKMX
cobbITMI [23], TOrA@ Kak XEAYAOUKOBbIE APUTMUM MMEKOT CaMbli BbICOKUM PUCK BHE3AMHOWM
cepaevHon cmeptu. 33% NaumMeHTOB Ha ayTONCUN UMEIOT BHYTPUMNPEACEPAHBbIE TPOMObI [24].

B Hawem aHanM3e HanpoTuB, GOAbLLYIO 4YacTb aPUTMUIA COCTABASIAM XKEAYAOUKOBbIE
HapylleHMsa puTMa, a Ha AOAKD DI npuLIAOCh TOABKO 23%, NpW 3TOM TPOMObI B NMPEACEPAUSAX
3aperncTpmpoBaHbl TOAbBKO Yy 2 MauueHToB. B Hallem aHaAM3e Mbl HE MOAYYUAW BAUSIHUA Ha
BbI)XMBAEMOCTb OTAEAbHbIX BMAOB apUTMWMK, BEPOSTHO 3TO CBA3AHO C MaAblM KOAMYECTBOM
NauUMEHTOB U YACTOTOM COObITUI Y MALMEHTOB C HAPYLLUEHUAMKU PUTMA.

BAaoOkapa cepaua — elle OAMH TN apUTMWUKU, KOTOPbIM BO3HMKAET NMPU aMWAOMAO3E C
nopaxeHuem cepaua [25,26]. MoAHaa 6AOKapa CepaLla MOXET MNPUMBECTU K aroHaAbHOM
O6paAMKapAMK, CUHKOME WAM BHE3ANMHOM CEPAEYHOM cmepTu. [0 HalMM AQHHBIM HaAMuue
CUHKOMAAbHbIX COCTOSIHUM SABAAAOCb HE33aBUCUMbIM MPEAMKTOPOM MAOXOW BbIXXWUBAEMOCTW.
AaHHble O vacToTe WMMMAAHTaAUMM KapAMOCTUMYASTOPOB AASl MALMEHTOB C CepAeyHbIM AL-
aMUAOMAO30M  GAKTUUECKM OTCYTCTBYIOT. B HEOOAbLLOM WMCCAEAOBaHMM Ha 127 nauueHTtax
yacTtoTa MOCTaHOBKU KapAMOCTUMYAATOPA cocTaBuAa 8,4%, UTO HEHAMHOIo NPEBOCXOAUT HaLlK
AaHHble [27]. Ao BHEAPEHUA COBPEMEHHbBIX METOAOB TEPANUN OXMAAEMAS MPOAONKUTEABHOCTb
XWU3HM MNAUMEHTOB C TAXEAbIM KapAuaAbHbiM AL-aMMAOMAO30M He MpeBblllana 6 mMecAues, B
CBAA3U C YEM Takne AOPOroCToslME METOAbI AEUYEHUS, KAaK UMMAQHTALMSA KapAUMOCTUMYAATOPaA U
KapAnoBepTepa-AedUOPUAASTOPA NPEACTABAAAUCH HeELleAecO0bpa3HbiMKU. B HacTosiluee Bpems
B6Aaropapsa ycnexam Tepanuu, B COOTBETCTBME C HALLUMMMK AQHHbIMW BEPOSATHASA BbKMBAEMOCTb
naumeHToB c Il cTapnen B TeueHne 5 AeT cocTaBaaeT boree 50%, B CBA3U C 3TUM MOAXOAbI K
BblOOPY KAaHAMAATOB HA MHBA3WBHbIE METOAbI KOPPEKLMU HAPYLUEHUM PUTMA AOAXHbI ObiTb
nepecMOTPEHbI.

OnucaHHble BbIlE COCTOAHUSA OOYCAABAMBAKOT TAXECTb MOPAXEHUA cepala, uTo
cnocobCcTBYET paHHEN AETaAbHOCTU MALMEHTOB C CUCTEMHbIM AL-amuaronao3om [28]. B Hawem
nccAepoBaHMM 26,5% nauneHToB norMbau, He ycneB AOCTMUb TEMATOAOTMUYECKUM OTBET.
AOCTUXEHNE TremMaTOAOrMYEeCcKoro OTBEeTa SBASIETCA CaMbiM  BaXHbIM  GakTOpoM Ayyllen
BbXXnBaemoctn (85,7% npotus 26,1%, p<0,0001).

3aKAlOUYEHME.

BcecTopoHHAS OUEHKa MopaxeHuss cepaua npu cucteMHoMm AL-amuaonpose B pebtoTe
3aboneBaHUA, CBOEBPEMEHHAS WMMMAAHTALMA KAPAMOCTUMYASATOPA WAM  KapAMOBepTepa-
AEOMOPUANATOPA, AAEKBATHAS KapAMaAbHaA Tepanusa (B COOTBETCTBUE C PEKOMEHAALMAMU AAS
nauneHtoB ¢ AL-aMMAOMAO30M) MOIYT CHU3UTb PUCK pPaHHEW AETaAbHOCTU BCAEACTBUE



cepAeyHbIX MPUYMH, a 3HaA4YUT NOBbLICUTb LWAHC AOCTMXEHUA TFeMaTOAOrM4eckoro OTBe€Ta U
BbI>KMBAE€MOCTb.

BAaaropapHocTu:

1. ABTOpbI HAAropapAT GAAroTBOPUTEAbHbBIA GOHA MOMOLLUM OHKOAOTMUYECKUM
6oAbHbIM  AdVita («Papu Xu3HW») 3@ nomoWb B MNPUOOBPETEHUN PEAKTUBOB AAS
ONpPeAeneHUss CBOOOAHBIX AETKMX LENeN, HEOBXOAUMBIX AAS OLEHKM FeMaTOAOMMUYECKUX
OTBETOB.

2. KAMHUKY HUNA HEDPOAOTUN MepBoro CaHnkr-lMeTepbyprckoro
rOCYA@pPCTBEHHOIO MEAMLMHCKOTO YHMBepcuteTa UM. akapemuka W. (1. [laBroBa 3a
AAMTEABHYIO NMPOAYKTUBHYHO COBMECTHYHO paboTy N0 AUArHOCTUKE U A€YEHWUIO NALIMEHTOB C
CUCTEMHbIM AL-aMWAOUAO3OM.

NUHPopmaLms 0 KOHOAUKTaX UHTEPECOB.
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