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Llenb. V3y4ntb NporHoctnyeckoe 3Ha4eHme BeayLmx KIMHNYeCcknx NposiBneHnn cncteMHoro AL-amunonaosa, B nepByto odepefb, CTPYKTYPHbIX U
PYHKLMOHANbHBIX MU3MEHEHUI B MMOKapAe B COOTHOLLEHWW C APYTIMU OPraHHbIMY BOBREYEHUAMN.

Martepuan 1 meTogapl. [1poBefeH aHanm3 BbiXXmnBaeMoctT y 147 60MbHbIX MOPhONOrMyeckin NoATBEPKAEHHbBIM CUCTEMHBIM MMMYHOOOYIMHOBbLIM
(AL, AH) am1nongo3oM no pesynsrataM AinMTenbHoro HabnoaeHus 3a nepuog ¢ 1995 no 2016 rr. B rpynne cnewumansHOro UccnefoBaHns y 58 na-
UMEHTOB C MopdOnormyecks MoATBEPXKAEHHBIM CUCTEMHBIM Kapauonatudeckum amunoungosom (AL, n=52; AH, n=3; ATTR, n=3)
MeTOOM CTaHLAPTHOW 3X0Kapamnorpadmy 1 MMNynbCHOBOMHOBOW TKaHEBOW AONMIEPOMETPUM Ha YNBTPA3BYKOBOM annapare 3KCnepTHOro knacca
nccnefoBann Hanbonee BaxXHble B MPOrHOCTUYECKOM OTHOLLEHWUM CTPYKTYPHO-(YHKLMOHAbHbIE M3MEHEHWs cepala, Obln OLEeHeHbl YPOBHM
NTproBNP.

Pesynbrathbl. HecMOTps Ha CyLLLeCTBEHHOE yyyLLeHKe noKa3aTenelt BbIXKMBAaeMOoCTU B HacTosiLLiee BpeMs (MedmaHa 90 Mec), nokasaHo, YTo BeAy MMM
hakTopamm HebNaronpPUATHOro NPOrHo3a B AebioTe 3ab0NeBaHKs NO-NPeXHeMy ABASIOTCS OPTOCTaTUYeCKas MMNOTEH3WS 1 aMUNOVMAHAN KapAMonaTis
(MefvaHa 25 Mec), B AanbHeNWeM BAVSIHUAE 3TUX CUHAPOMOB CHUXAETCS, 1N Yepe3 rof HU3KMe NoKasaTenu BbIKMBAEMOCTU XapaKTepHbl Ans
NaLWeHTOB C XpOHMYeckol bonesHbio novek 3-5 craguin (MeamaHa 28 mec). BnvsiHve CHUXeHHOW KnyboykoBon huUnsTpaLmmn CBs3aHo, B Nepayio
ouepefib, C HebNaronpUATHLIM BO3AENCTBUEM Ha BHYTPUCEPLAEHHYIO reMOANHAMUKY, ee BKNag B nosbiweHvie NTproBNP ssnsetcs sTopsiM (47,9%)
MO 3Ha4MMOCTI Nocne CHUKeHWs ckopocTy (Strain Rate) cuctonmyeckoro ykopodeHust Mrokapaa (48,5%) B MOAenv MHOXeCTBEHHOW perpeccum
BblCOKOW 0bbAcHaOLen cunbl (R=0,702, F-kputepuin (4,21)=5,095, p=0,005), 1 B MeHblLLEN CTENEHN CBA3AHO CO CHUXEHMEM KIMpeHca
NTproBNP.

3akntoyeHue. AMuionaHas Kapamonarus SBnseTcs O4HUM 13 Hanbornee NPOorHoCTNYeCKM HeBNaronPUATHbIX MPOSABEHNUI CUCTEMHOTO aMUNOVA03a
BCNefCTBME PE3KOro yXyALEHNs yNpyrix CBOWNCTB MMOKapaa, B NpoLecce AanbHenWwero pa3suTts aMmnonao3a BefyLnm hakTopoM nporpeccmpo-
BaHWs 3a00neBaHMs CTAaHOBUTCS YXyLLeHWe NPOohUns KapanopeHasbHbIX B3aMMOBIMAHWIN, MapKepoM KOTopbix aBnseTcs ypoeHb NTproBNP.

KntoueBble cnoBa. AL-amMuionaos, amuinonaHas Kapanonatus, TkaHeBas fonnnepomeTpus, Strain Rate, xpoHunyeckas 6onesHb noyek, peHokapam-
anbHbIY cHapoM, NTproBNP.
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Aim. To describe prognostic meaning of cardiac and other principal clinical manifestations of systemic AL-amyloidosis in their interrelations.

Material and methods. It has been made long-time survival analysis of 147 patients with systemic AL-amyloidosis. In the special investigation group
(n=58) of AL (n=55) and ATTR (n=3) amyloidotic cardiopathy patients there were evaluated prognostically important structural and functional
changes in myocardium with standard and impulse-wave tissue dopplerometric echocardiography in comparison with NTproBNP serum levels.
Results. Even though significantly increased nowadays surviving of AL-amylodotic patients (Me=90 months) it has been found that as at previously
time orthostatic hypotension and amyloid cardiopathy are being most severe initial syndromes (median 25 months), but after 1 year from diagnosis
influence of these syndromes on surviving had decreased and most low surviving was more common in patients with CKD 3-5 (median 28 months).
Influence of CKD 3-5 on surviving was associated predominantly with intracardial hemodynamics deterioration. Together with decreased systolic
shortening strain rate (48,5%) decreased filtration rate (47,9%) was second of main factors contributing into NTproBNP increasing in effective
multiple regression model (R=0,702, F(4,21)=5,095, p=0,005). NTproBNP level in less degree depended on renal clearance.

Conclusion. Heart damage is one of the most prognostically unfavorable manifestations of systemic amyloidosis due to a sharp deterioration in the
elastic properties of the myocardium, in the process of further development of amyloidosis, the leading factor in progression is the deterioration of the
profile of cardiorenal interactions, the marker of which is the level of NTproBNP.
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BeeaeHune

Ammnono3 oO6beamHseT rpynmny OenkoBbIx AUCTPOhIN,
OBLLMM MPU3HAKOM KOTOPbIX ABNAETCS AENO3NLMS B WH-
TEPCTULMM Pa3HbIX OpraHoB hrbpunn ammnonga. PasHole
hopMbl amMmIona03a OTINYHAIOTCSA MO OCHOBHOMY Benky-
npeaLwecTBeHHMKY, hopMUpyloLEeMY aMUIona, Macca
koToporo gocturaet 80% Macchl hunbpunnbl. Takmx Oen-
KOB-NpefLleCcTBeHHMKOB B HAaCTOsLLEee BPeMs M3BECTHO
©onee 30, COOTBETCTBEHHO, BblAensioT bonee 30 pa3HbIx
opM ammnnongosa. Hosonornyeckas CaMoCTOATeNIbHOCTb
KaxXxaow hopMbl ONpefensietcst TeM, YTO MexaHW3Mbl CUH-
Te3a 1 MeTabosnm3mMa Kaxaoro 6enka oTnyatoTcs, Takum
obpa3om, oTnMyaloTCs U MeTofbl Dopbbbl C CUHTE30M
3TOro Gesnika Npw NedeHur ammunonaosa [1].

MopaxeHue cepfua SBNAETCS OAHWM K3 Hanbonee
TSXKENbIX MPOSABNEHNI CUCTEMHOMO aMUIONA03a, B NepBYIo
ovepedpb, MMMyHornobynmHosoro (AL, AH, AHL), a Takxe
ATTR-TMNa.

AlL-amMunnonaos aBnseTcs Hanbonee pacnpoCTPaHeHHON
opmor 1 obycrioBNeH Aeno3vument B TKaHAX Nerkmx
uener UMMYHOMoOynMHOB, 0bnaflaeT HaVXyaLWVMN No-
KasaTensmMm BbKMBaeMOCTW. B ciydae ectecTBeHHOM 3BO-
TIOLLMV CPEAHSAS BbIXKMBAEMOCTb MALLMEHTOB PaHee COCTaB-
nsna 12 Mec [2], a Npy HanmMymMm y HX TAXKeNown cepaeqHom
He[oCTaTOYHOCTM — He NpeBbilana 6 mec. CoBpeMeHHble
METO[bl NIeYeHUS NMO3BONMAM 3HAYUTENBHO YNYYLLIWTbL NO-
KasaTenu BbKMBaeMoCT npu AL-amunonaose, OgHako 1
B HaCTOsILLLEE BPEMS TAXKECTb COCTOSHNSA AaHHbIX OONbHbIX
No-NpexXHeMy OnpeaenseTcs NopaxeHneM cepaLa, KoTopoe
otMmeyaetca y 50-70% naumeHToB [3-5] 1 NpUMEPHO Y
76% naumeHoB ABNAETCA NPUYMHOM cMepTn [5].

benkom-npeplectBeHHWKOM ATTR-amMnnonaosa Bbl-
CTyNaeT CbIBOPOTO4YHbIV TPAHCTUPETMH. Pacnaz Hopmanb-
HOW TeTpaMepHOW CTPYKTYpPbl TPAHCTUPETNHA NOA BAMA-
HMEM MyTaLM UMK 13-3a BO3PaCcTHOW derpagalumm TeT-
pamMepoB NPUBOANT K NpeobnafatoLLen LMpKyAsLmmn Mo-
HOMEpPHbIX (POPM TPAHCTUPETUHA, KOTOPbIE OTIUYAIOTCA
BbICOKOM (OM3MKO-XMMUYECKON HECTabMIBbHOCTBIO 1 Nerko
arpervpyiot B TKaHsax ¢ obpa3oBaHuMem amunovga [6].
HacnencrseHHbin ATTR-aMm1nonaos asnaetcs peakou na-
TONOrMen B MUpe, 3a UCKIIOYeHeM OTAENbHbIX 3HAe-
MUYHbIX 04aroB.

Ha paHHVX CTagnsax aMmmnnonao3a BbISBAST 6eccumn-
TOMHOE YTOJILLIEHME CTEHKI IeBOTro xenyaodka (JIK)> 12
MM B Apacrony. o Mepe NporpeccMpoBaHs Kapavonatmm
pa3BMBaeTCsA cepeyHas HefoCTaTOYHOCTb, MPK 3TOM J0-
MUHWPYIOT HapyLLUEHWS ANACTONMYeCckorn hyHKLMN No pe-
CTPUKTVBHOMY TUMY, B TO BPEMSA KakK CUCTONMYeCKasa Qunc-
PYHKLMS NPUCOSONHAETCA LB HA MO3AHUX CTaAMAX 3a-
OoneBaHus. uactonmyeckas AMChYHKLMS 4acTo Conpo-
BOX/AETCA pacLUVpeHeM Npeacepamni, YTO CO3AaET Npes-
NOCbIIKM AN HapyLLUEHNI pUTMa M MPOBOAMMOCTA. Bax-
HbIM MoKa3aTtenemM AMacTonn4eckor AUChYHKLMN C Hapy-
LUeHNeM BHYTPUNPeaCEPAHOMN reMOANHAMYKIM SBSETCS

NTproBNP. YposeHb NTproBNP2>332 Hr/n sBnaetca ooHUM
W3 AMArHOCTUYECKIMIX M HEBNAronpPUSTHBIX MPOrHOCTUHECKIAX
KpuUTepreB NopaxeHns cepaua npy cncreMHom AL-amm-
nownpo3se. JaHHbIN Mapkep CTan LWMPOKO MCMOMb30BaTbCS
B OLieHKe NMPOorHo3a aMUIouaHoM KapanonaTimn bnarogaps
pa3paboTaHHOM B KNMHKKe Mayo cucteme CTaMpoBaHus
Al-amunonao3a [7], kotopasi HEOAHOKPAaTHO OOHOBMANACh
[8]. Mo pe3ynsrataM mccnefgoBaHus ¢ ydactiem 810
NaLVeHTOB Hamnboree TOYHbIMI He3aBNCUMbIMIM (hakTopaMu
HebnaronpuMaTHOro MPOrHo3a okasalncb YpPOBeHb
NT-proBNP > 1800 nr/mn, ypoBeHb TponoHuHa T >0,025
HI /M 1 aDCOMIOTHAsA Pa3HMLLA YPOBHEW MPUYVHHOM U
HeBOBJeYeHHOM cBOBOAHOM nerkor uenn (k-A nnm A-x)
218 mr/on, onpegensemMbix MetogoM FREELITE. CornacHo
NepecMOTPEHHOW MPOTrHOCTUHECKOW CUCTeME, MaLMeHThl
OTHOCATCA K CcTagmam |-V B 3aBUCMMOCTM OT Hanmn4ug O,
1, 2 unn 3 BbllWeyKa3aHHbIX PaKTOPOB prCKa, COOTBET-
ctBeHHo. Mpu | ctagnn AL-amunonao3a MeavaHa obLen
BbIXXMBaemMocTy coctaBnset 94,1 mec, || — 40,3 mec, Il -
14 mec, IV = 5,8 mec [9]. lMporHoctnyeckasa LeHHOCTb
NT-proBNP y naumeHToB C TEPMMUHANBHOW NMOYeYHOW He-
LLOCTaTOYHOCTBIO BO3paCTaeT Npu 1CMofb3oBaHWK Oonee
BbICOKOrO NoporoBoro 3HadveHnsa — 4409 wr/n [10]. He-
obxoAMMO elle pa3 NoayepkHyTb, YTO YPOBEHb HATPUN-
YPETNHECKMX MENTUIOB 3aBUCKT OT CKOPOCTU KITyDO4KOBOM
punBTPaLMK, U UCNONb30BaHWe 3TOro nokasatens B Ka-
4ecTBe MPOrHOCTUYECKMX MAPKEPOB AOSIKHO NPOBOANTLCH
aKKypaTHO, C Y4ETOM CTafin XPOHNYEeCKor DonesHn noYek
(XBI1) 1 TeCHbIX KapaMopeHanbHbIX B3aMOCBA3EN.

BaXXHbIM (PAKTOPOM TAXECTU TeYeHUA aMuonaosa
CepaLa ABNSAETCH BblpaXkeHHas MOMMOPraHHOCTb Mopa-
>KEHMA, B YaCTHOCTU, Hann4me TAXKeN0M OpTOCTaTUHeCKOM
runoteHsunn (O), obycnoBneHHoOM nopaxeHeM Bereta-
TUBHOW HEPBHOW CUCTEMbI, 4aCTO C CMHKOMNANbHbIMW CO-
CTOAHUAMM, 1N HeponaTnK, NPUYEM, NOPaXKEHME NoYeK
Pa3HOWM CTENeHW THXKECTU OTMeYaeTcsl MPaKTU4eCckUX Y
BCex 6OnbHbIX (74-80%) B COBOKYMHOW rpynne CUCTEMHbIX
dopm ammunomnpgosa [2,5,11].

S PeKTVBHAA OMAarHOCTMKA KapAMonaTm, B T.Y. C UC-
NOMb30BaHMEM MHMOPMATVBHbIX METOLOB BY3yan3aLmu,
TakMX Kak TKaHeBas JOMNMIepoMeTpmns MMokapaa, onpe-
fleneHne ypoBHS cepaedHbix brioMapkepoB (HaTpuiype-
TUYeCKME NenThabl) ABNAETCS HEOOXOANMbIM YCNOBMEM
YCMeLHOro fie4eHmna CUCTEMHOro aMUNona03a.

Lenb nccnefoBaHnsa — M3y4uUTb MPOrHOCTMYeCKoe
3HaYeHme BeAYLLMX KIMHNYECKMX NPOSBAEHNIA CUCTEMHOTO
AlL-ammnonposa, B nepsylo o4vepelb, CTPYKTYPHbIX U
PYHKLMOHANBHbBIX N3MEHEHWI B MOKAPAE B COOTHOLLEHNN
C APYTMIMY OPraHHbIMY BOBIEYEHNSIMU.

MaTepman n MeTogbl

MpoBeneH PeTpocnekTMBHbIM aHanM3 ambynaTopHbIX
W CTaUMOHaPHbIX MeANLMHCKUX KapT 3a nepmogd ¢ 1995
no 2016 rr. 147 nauveHToB ctaplle 18 et ¢ Mopdono-
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MMYecky NoATBePXKAEeHHbIM CUCTEMHbBIM MMMYHOTI00Y-
nunHosbiM (AL, AH) amunongosom (rpynna petpocnek-
TMBHOIO aHanm3a). AHanm3 KNMHUYECKMX AaHHbIX B AU-
HaMKKe MO OaHHbIM MeOMUMHCKOW AOKYMEHTaLMK 3a
yKa3aHHbIM NPOMEXXYTOK BPEMEHM MO KaXXA0MY NaLMeHTy
MO3BONI OLEHUTb YACTOTY, THXECTb U BIAHWE aMUIIO-
WMAHOMO NOpPaXeHWst CepALa Ha MPOrHO3 BbIKMBAEMOCTU
B CPaBHEHUM C APYTVMU KINMHUYECKUMM NPOSBAEHNAMUI
amunongosa. HabnogeHne nauMeHToB NPOJOIKanoch
0o 2021r.

[Ins yTo4HeHWs xapakTepa KapAvopeHasbHbIX OTHO-
LUEHU B MpoLecce NPOrpeccupoBaHnsa aMmmMnonao3a
cepfua Obina HabpaHa rpynna cneumanbHOro HabnoLeHWs
13 58 naumeHToB (35 MyxunH, 60%; MeanaHa Bo3pacta
57 [51; 66] neT) ¢ MophonorMieckmn NoaTBePXOeHHbIM
CUCTEMHBIM KapAvonaTuieckum amunonaosoMm (AL —
90% [n=52], AH — 5% [n=3], ATTR - 5% [n=3]), nc-
XOOHO He Nosy4aBLUMX NaTOreHeTNYeCKom Tepanmm, roc-
MUTaNN3NPOBAHHbBIX B KNUHKKY ¢ 2016 rno 2021 r. MNa-
LMEeHTbI NonyYani CTaHOaPTHbIE CXeMbl MaTOreHeTUYeCKom
Tepanum, HaxoaMINCh NOJ exekBapTanbHbIM Habnoae-
HMEeM, MefMaHa LNNTENbHOCTU HabnoaeHNs coctaBmuna
44 [8; 56] Mmec. B 3Ty rpynny BKJIOYEHbI BCE NaLUeHTh,
MIMeloLLMEe KITMHUYECKM O4EBUAHbIE MPU3HAKM aMUIONL03a
CepAala B COOTBETCTBUU C KpuTepmamu [12].

IMpoTokon NccnefoBaHNs 0foOPeH He3aBUCUMbIM DTH-
4yecknM KommteToM Npm CeveHOBCKOM YHMBepcuTeTe. Bee
naumeHTbl Nognucani MHMOPMUPOBAHHOE Cornacune Ha
y4acTve B UCCe0BaHUN.

MeToLoM CTaHAaPTHOW 3XOKapAMOrpadunm 1 TKaHeBOM
LOMNMIepoMeTpnn UCCNenoBany CTPYKTYPHO-MYHKLMO-
HasbHble N3MEHeHNs cepaLa Y BCeX OOMbHbIX, 1 BbISBSNN
Hanbornee BaXHble B NPOrHOCTUHECKOM OTHOLLEHUM NPK-
3HakKM ammnonao3a cepaua. NpoeeneHa MMMNyIbCHOBOM-
HoBas TkaHeBas fgonnnepometpus (Vivid 7, GE; cekTopHbIi
Jatimk M3S c yactoton ckaHupoBarus 3,5 MILL) ¢ onpe-
JleHneM cuctonuyeckon (s), paHHer (a°) n nosoHen (e°)
OMACTONMYECKMX CKOPOCTEN CMeLLEeHWSA TKaHW M1oKapaa
B MeAManbHOM W1 naTepanbHOM oTgenax prbposHoro
Konblia MUTpanbHoro knanaHa (PKMK). Mo nokazatensm
MaKCManbHbIX CUCTOMNYECKNX U ANACTONMYECKMX CKO-
pocTen OBUXEHUS MUOKApAA CPEeLHEro CerMeHTa Mex-
xenyno4vkoBon neperopoakin (MXI) cpencrBamu nH-
TerprpoBaHHom paboyert craHumm EchoPAC7 paccumTsi-
Ba/lM 3HayeHMs NPOLOSIbHOM MMKOBOM AedopMaumnmn
(Strain) Muokapma, NMMKoBoW cucTonmyeckon (SRs), paHHeN
(SRe) n nosoHen (SRa) amacTonMyeckmx CKOpocTen ae-
dopmMaunn cpedHero cerMeHTa M1okapaa. B kavecrse
pedepeHCHbIX 3Ha4YeHUI MCNOAb30BaNu MPOTOKON 13
pekoMeHaaLM AMeprKaHCKoro obLlecTBa 3xXoKapamo-
rpadun [13,14].

YposeHb NT-proBNP onpefensnn tBepLodasHbiM
OBYXCTOPOHHVM XEMUTIOMUHECLEHTHBIM MMMYHOXUMMN-
Yecknm MeTogoMm Ha annapate Immulite 2000 (Siemens

Healthcare Diagnostics, fepmMaHusi; 4yBCTBUTENBHOCTb —
10 nr/mn).

CTaTUCTUYECKNI @aHaNW3 AaHHbIX MPOBOAMN C MOMO-
LLIblO KOMIMbOTEPHOWM MporpamMMbl Statistica 8.0 (StatSoft
Inc., CLLIA). OrpaHuyeHHbI 0bbem BbIDOPKM onpeaeniun
NpenMyLLECTBEHHOE UCMOMb30BaHME HeMapaMeTpuyeckimx
CTaTUCTMYECKMX KpuTepueB. bbinu onpeneneHsl abco-
NIOTHbIE 3HaYeHUS U NPOLLEHTHbIE OTHOLLEeHUS ANs Kade-
CTBEHHbIX MOKa3aTenen, KOMMYeCTBEHHbIe MoKasaTenmu
npencTaBneHsl B BUAE MeanaHbl (Me) 1 MeXKBapTUILHOMO
amanasoHa [25%; 75%]. na cpaBHeHUS pa3nuynm B
NOArpynnax MCNofb30BaNM KPUTEPUI ¢ 01 Ka4ecTBeH-
HbIX, NN KpUTEpU MaHHa-YUTHW ANS KONNYECTBEHHbIX
NPW13HaKOB, MPW CPAaBHEHN NOKa3aTeNnem BbIXXMBaeMOCTY
npeanoyTeHMe OTAABANIOCh KpUTEpMIO fexaHa ans Hene-
peceKaloLMXCs KpUBbIX, MHave — Mofenu Kokca. CpaBHe-
HWe 3aBUCMMOCTEN MPOBOAMIOCH C MOMOLLbIO MOAENEN
MHOXECTBEHHOW U NIOTUCTUHECKOWN PErpeccum.

PesynbTaThl
AHanu3 KnMHU4Yecknx nposeneHni AL-ammnongosa
¥ roK3aTenes BbKMBAEMOCTY B rPyie PETPOCIeKTUBHOMO
aHanu3a

lpynna peTpocnekTMBHOro HabmomdeHusa Obina Gonee
MHOIFO41C/IEHHOW, MO3TOMY CMEKTP, THXKECTb KITMHUYECKMX
NPOSIBNEHNI U UX BIUAHWE Ha BbIXXMBAEMOCTb M3y4anoch,
B MepBYIO o4epeb, Ha NPUMepe 3ToM rpynbl. MNpakTieckm
y BCeX DOMbHbIX OTMEYanoch nopaxeHue novek (tabn. 1).
Y 18 60onbHbix (12%) nporpeccnposaHmne XBbI co cHn-
XeHreM hUNbTPaLMOHHOM YHKLMM onepexaso HacTyn-
neHue CTagmm HepOTUHECKOro CMHOPOMA Y>Ke Ha 3Tane
cybHedpoTmHeckor npotenHypumn. Cpenm 0oMbHbIX C Xpo-
HYECKOW MoYeyHoM HedocTaTo4HOCTbIo (XIMH, cooTseT-
crByeT 3-5 ctaamsam XBI) 4mMcno neTanbHbIX NCXOA0B
Obino Bbille (x2=4,99, p=0,03), B TO Bpems Kak Hanmn4ne
HehpoTNYeCKOro CMHAPOMA, B T.4. C BbIPaXKeHHOW r1no-
anbOymmnHeMen MeHee 25 1/, He CKa3blBanoch Ha ne-
TanbHocTh (%2=2,06, p=0,15).

MopaxeHue cepaLla otTMeyvanocsb y 74,1% OonbHbIX,
y 65,9% BbISBSAAMCE NPU3HAKIA XPOHUYECKOW CEpAEYHON
HepocTaTodHOCTM (XCH). Y 12 GonbHbIX 3TOM rpynmb
0e3 KnnHKYeckux npraHakoB XCH oTMeyanoch yTorLigHmne
CTEHOK MMOKapAa Wnn auacronmyeckas amchyHkuma 1
TN, yKa3bIBaBLUME Ha Hanv4yme KapauonaTtun. Mpu 3Tom
y 8 13 HUX B aHaMHe3e OTCYyTCTBOBANW apTepmanbHas rv-
nepTeH3ns, MeMmnyeckas bonesHb cepaua, Unm MHble
NPUYYHbl POPMUPOBaHUA TUNEPTPODUN MUOKapaa, a
avacronuyeckas oUchyHKUMA 1 Tmna y octanbHbIX 4 He
conpoBoXpana kakune-nmbo 3aboneBaHns cepae4Ho-co-
CYONCTOM CUCTEMBI, YTO TaK>Ke MO3BOSIANO CBA3bIBATL 3TU
N3MEeHEHMS C aMUNONAHOW KapanonaTuen.

BaXKHO OTMETUTb, YTO Yy DONbHbIX PETPOCMNEKTUBHOM
rpynnbl ¢ X6l 3-5 ctagmm TonLmMHa CTeHoK Obina bonblie
(U=741,0; p=0,006), npu 5TOM y DOMbHbIX C TOMLLHOM

Rational Pharmacotherapy in Cardiology 2022;18(2) / PayuoHansHas Gapmakomepanus 8 Kapouonoauu 2022;18(2) 145



Progression factors in cardiac amyloidosis
(Dakmopsl npozpeccuposanus npu amunoudose cepoya

Table 1. Main clinical manifestations of AL and
AH-amyloidosis
Tabnuua 1. OCHOBHble KNNHUYecKue nposieneHms AL
n AH-ammnnounposa

Mapametp lpynna lpynna
peTpocneKTMBHOrO HabnopeHUs
aHanuza (n=147) (n=58)
Hecbponatus, n (%) 8Ty, 143 (97,3) 49 (84,5)
Y 135(91,8) 49 (84,5)
* Mukporemarypus 41(27,8) 21(36,2)
*HC 93(63,3) 37(63,8)
* CbIBOPOTOYHbIV anbOYMUH <25 1/ 37(25,2) 14(24,1)
XBM 1-2 cranmit, n (%) 69 (46,9) 34 (58,6)
XBM 3-5 craguit, n (%) 75(51,0) 24 (41,4)
Kapavioniatua, n (%) 109 (74,1) 58 (100)
XCH, n (%) BTY. 97(65,9) 30(51,7)
| OK 16(10,9) 4(6,9)
oK 37(25,2) 12(20,7)
Il OK 35(23,8) 12(20,7)
IV OK 9(6,1) 2(3,5)
OB JIK<55%, n (%) 28(19,0) 13(23,0)
MXM> 12 Mm, n (%) 105 (71,4) 52(89,7)
[Jacronnyeckas aucdyHkuns, n(%) 8Ty, 107(72,8) 26(49,0)
* PECTPYKTVBHOTO TN 37(25,2) 8(15,0)
Creroxapana, n (%) 23(15,6) 11(22,0)
Awnautyna QRS B CTaHAPTHbIX
otBegeHnx <5 MM, n (%) 43(29,3) 12(32,0)
MopaxeHve nevern, n (%) 102 (69,4) 39(67,2)
Oprocratuyeckast runotersus, n (%) 69 (46,9) 20(34,5)
MortopHas auapes, n (%) 31(21,1) 3(5,2)
Mepudepuieckast nonuHesponatng, n (%) 32(21,8) 23(39,7)
Makpornoccus, n (%) 19(12,9) 8(13,8)
Mopaxetve koxu, n (%) 21(14,3) 9(15,5)
MY - npotenHypus, HC - Hepotvyeckwin curapom, XBIM - XpoHuyeckas bonesHb nogex,
XCH - XpoHudeckas cepaeyHas HenocratoqHocTb, OK - dyHKUMOHaMbHBI  Knacc,
B JIX - dpakwvs BbIOPOCa NeBoro xenynouka, MXTT - Mexokeny04KoBas Neperopozka

Mrokapaa > 14 MM MefiaHa BbIKVBaeMOCTU He NpeBbl-
Wwana 26 Mec B oTM4me OT OOMbHbIX C MEHbLIMM YTOS-
ueHnem — 72 mec (F-kputepuin Kokca [52, 50] =2,21;
p=0,003).

Cpeln pasnn4yHbIX NapaMeTPOB BHYTPUCEPLEYHOM re-
MOAMHaMVIKM Hallle BCEro BbIABMANNCL HapyLLeHWa oua-
CTONMYeCKon hyHKLMM, B T.H. Y 25% BOnbHbIX — TAXesble
PeCTPUKTUBHbBIE HapyLUEHUA reMOAMHAMUKK, accoLmm-
POBaHHble C MOBbILEHHbIM PUCKOM NeTanbHOro UCXOLa
(x*=11,9, p<0,001).

Bornee HM3KMe Noka3aTeny BbIXXKMBaeMOCTU ObINN Xa-
PaKTePHbI Tak>Ke A1 NNL, CO CHUXKEHWEM COKPATUTENTbHOM
cnocobHoctn Mrokapaa (25,7 mec npotre 73,8 mec y
nnL, 6e3 CHUMXeHWs chpakLMKM BbIOpOCa NEBOrO Xenyao4ka
(DB 1K), F-kputepuin Kokca [66, 32] =1,73, p=0,045),
cHuxeHve OB JDK<55% BbisgBnsnock y 19% OonbHbIX.

Y 47% 0OonbHbIX AL-aMUNOUI030M TAXeNbIM Mpo-
aBneHnem Obina OF BCNEACTBME MOPAXEHWUS HEPBHbIX
CnneTeHun cteHku cocynoB. Y 17% 6onbHbIX Taxenas
COCYAMCTan HefoCTaTOYHOCTb CoYeTanacb C 3NM304amu
CUMHKOMNASbHbIX COCTOAHWI, OPTOCTaTUYeCKas r’MnoTeH3ns
XapaKTepr30Bascb Donee BbICOKOW YaCTOTOW NeTaslbHbIX
ncxonos (x?=5,30; df=1; p=0,021). NpnbnnsnTenbHoO
y MONOBWHbI OONBHBIX MENCH U ipYTre, MeHee 3Ha4YMMble
C TOYKM 3peHUNs MPorpeccrpoBaHna opraHHbIe BoBeYye-
HMS.

MefmaHa NpoaOIKNTENBHOCTU XN3HWU Cpefu naum-
€HTOB TPYMMbl PETPOCMEeKTVUBHOINO aHanmsa ¢ 2006 no
2021 rr. coctaBuna 90 mec npotve 42 mMecC B Nepuos ¢
1995 no 2006 rr. (go cpoka 90 Mec AOXMAW NKLLb
22,1% 6OnbHbIX).

B nebiote 3aboneBaHusa npusHakm XCH oTMedeHb! y
34% 6onbHbix (n=50), y 29% (n=43) pa3sunca Hed-
poTUHECKNIA cUHAPOM, Y 14% (n=21) — OF. OTHOCUTENbHO
PeAKO Ha 3TOM 3Tarne y BonbHbIX BcTpedanacs XMH (y 10
BonbHbIX — 7% ). Hanbonee HebnaronpusTHoe BANAHME
Ha MPOrHo3 cpefdu OeOIOTHbIX NPOSBAEHUI OKa3blBanu
XCH 1 O (MeomaHa oXunaaemMon NpoOonKNTENbHOCTA
XN3HK Mo Tabnunuam goxuTus — 25 Mec), B TO Bpems
Kak y 605bHbIX C HEPPOTUHECKNM CUHAPOMOM MefMaHa
coctaBuna 48 mec. bbiCTpoe mporpeccpoBaHue amu-
nowposay 14,5% GonbHbix (N=22) nprseno K netasnb-
HOMY Mcxofy yxe B Lebiote 3aboneBaHus (nepsble 6
MeC), B OCHOBHOM — BCNEACTBUME THXKENOM OPTOCTAaTUHECKOM
COCYANCTOV HeOCTaTOHHOCTU M XCH.

Y 125 GonbHbix (85%) depes 12 [8; 23] mec or
Havana 3abonesaHus K 2 [1; 4] 0ebOOTHLIM CMHAPOMAaM
NPUCOOMHANNCH eLLe 3 HOBbIX KITMHNYECKUX MPOABIeHS
(Bcero 5 [3; 6] cuHOpoMOB). Hanbonee xapakTepHbIM
CoObITMEM Yepe3 12 MecC OT Hayana 3aboneBaHus ObINO
pe3skoe yBenunyeHne Yncna bonbHbix XMH ¢ 7% B nebtote
10 27 %, Npuv 3TOM Me[iaHa BbIXKMBAEMOCTU Y OOJbHbIX
XMH coctaBuna 28,8 Mec, a B LienioM y 6051bHbIX Hedpo-
natmen — 74 mec. C 3TVM ke CPOKOM COBMaan nepsbivt
NVK NeTanbHOCTM BonbHbIX AL, BCe nocnenyioLme nuku
pa3sutna XIMH TakXe 4eTko coBnagjann C nNukamn se-
TanbHOCTM 6oMbHbIX (purc. 1). Mpr 3TOM TepMUHaNbHas
cTagms HedpponaTum pasBuiach NULb Y OAHOW 3ddek-
TMBHO NEYEHHOW NauneHTKM (Ha hoHe MMMYHOXUMUYe-
CKOW PEMMNCC aMUNIONO0TEeHHON MOHOKJTOHaNbHOW ram-
Manatum ncdes HC) Ha 5-M rogy conyTcTaytoLLen amabe-
TUYeckon Hedponatm (nokasatenu yrneBofHoOro oomMeHa
He noadaBanvcb 3hMeKTUBHOMY KOHTPOSIO).

B npoTMBOMONOXHOCTE BAUAHWMIO 3-5 ctagum XBI
cpenm BbXMBLLMX OonbHbIX XCH MearaHa oxupaemMon
NPOAOIKUTENBHOCTU XIM3HKW, HA0OOPOT, yBeNMYMBanach
[10 96 mec. Bbiaenutb cpem 3Tmx BonbHbIX MOArpynmny ¢
HebnaronpuaTHbIM 3Ha4eHeM OblNo BO3MOXHO TOMbKO
B Ciydae accoumaumm XCH un XMH (MeOmaHa oxmnoaemon
NPOOONKUTENBHOCTU XM3HM 28,2 MeC).
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Figure 1. Timeline of developing for orthostatic hypotension, heart failure and kidney insufficiency in patients with
lethal outcome

PucyHok 1. JuHamunka nosisneHmns optoctatndeckor runoteHsmmn, XCH 1 XMH y nuu, c netanbHbIM MCXOAOM B CPaBHEHUMU
C o0Ler NeTanbHOCTbIO Ha Pa3HbIX Cpokax 3aboneBaHus

AHanu3 rnokasatesney IporpeccupoBaHns aMmiaon[03a Table 2. The disease duration before basic structural
CepALa M KapAMOPEHabHbIX OTHOLIEHMH B rpynne changes formed in myocardium
cneLmanbHoro HaboaeHus. Tabnuua 2. AnutenbHocTs 3aboneBaHuns o hopmupoBa-

B cBA3M C BbLICOKMMW TeMNamy MPOrpeccrpoBaHma HWUSA OCHOBHbIX CTPYKTYPHbIX 3XOKapamorpaguye-
aMUOMA03a TAXECTb M3MEHEHN B MUOKape He Obina CKUX U3MEHEHUN B MUOKapae
CBAI3aHa C JaBHOCTbIO 3aboneBaHus (Tabn. 2), nostomy

Mapametp AnuTenbHoOCTb

NpW N3y4eHn NPU3HAKOB NPOrPeccnMpoBaHMS NOPaXXeHA 3a6onesanus (Mec) p
cepaua 1x 3TanHoCTb OLEHMBANM, rMaBHbIM 06pa3oMm, Mo XTI 14 30.9[10,0: 36,5] 0,684
rnokKasartesisiM BbI>KBaeMOCTH. XTI 14 wu 27,9[13,8; 48,4]

YTonueHre Mrokapaa obHapyXXeHO MpakTUYecKkn y OB JIX<55% 36,8[18,5,39,9] 0233
BCeX OOMbHbIX aMUONO030M CEPALA, HO 3TO HE OKa3bIBaso OB IX>55% 29,3[9,9;46,2]
BAVSIHNSA Ha NokasaTesb BbIXMBaeMocTn (Tabn. 3), B To VMM 110 /M2 y MyKstH 29,6[18,5,39,9] 0,394
BpemMs KaK Hanm4vme ncesgoruneptTpodunm Mmokapaa, ot- nn > 134 7/ y XeHuwH
paxatollee 3Ha4YmnTeNbHYI0 Maccy HakoMIeHHOro amu- VIMMITXST10 T/M2 y MyX4iH 30,519,9;36,5]
novaa, creneHb PUrMOHOCTY U M3MEHEHHOM reoMeTpum wn <134 1/M? Y KeHIUMH
MWOKapAa, CHUXano MeguaHy Bbikmsaemoctn go 12,3 Tvn reomeTpuy
mec. Havbornee HebGNaronpuaTHbIMN U3MEHEHNAMM, OT- * Hopwa 358[31,3;48.4] 005

* KoHLIeHTpI4eCKoe pemMofenposatie 13,719,2;32,2]

PaXIOLLVMM FTYBOKYIO CTfMI0 aMUNOMAHOTO MOPaXeHMs * KoHueHTpuyeckas ncesorvneptpodua 31,9 [15,6; 48,4]
cepaua, ABnannCb PeCcTPUKTVBHbIE HaPYLUEHWA OMACTONMbI, /<08 17374309 0,062
cHuxeHre OB J1K, cuctonuyeckoe (s') 1 no3gHeamnacro- E/A%0,81<2 33,1[11,3;46,2]
nndeckoe (a') cHKeHre noasuxHocT OKMK. E/A>2 36,8[30,7;39,9]

MepnnaHa BbKMBAEMOCTU CHMXaaCh Takxke y JnL, C Efe>14 38,3[24,8;58,0] 0,090
MOHVIXXEHNEM CKOPOCTeN CUCTONTUYECKOrO YKOPOYeHUS E/e<14 29,3[10,0;39,9]
(SRs) n pPaHHeONaCToNIN4eCKoro yaonnHeHns (SRe) muo- Pa3nin4us oLEHMBaNMCh METOROM MaHHa-YUTHN, B Cny4ae TpexMepHbIX NP13HaKoB — METOLOM
Kapga, npuyem, 311 napameTpbl, M3Ha4asibHO He Koppe- Kpackena-Yonnuca
nupyolme (Rs=0,12; p=0,584), No Mepe CHUXEHUS UMMITIX - MHAEKC MaCChl MiOKapHa NeBOro Xenyaouka, £~ paHHeamacTonuyeckas ckopocTb
BCTYNanm B TECHYIO KOPPENSALMOHHYIO 3aBUCUMOCTb MeXAY TPaHCMUTPANHOTO KPOBOTOKA, A ~ NO3AHEAMACTONMECKAA CKOPOCTb TPAHCMUTPAIbHOTO KPOBO-
CO60|?| (RS=0 , 64, p < 0 , OO 1 , p|/|C. 2 ) . ToKa, €' - paHHeAnacTonn4eckas NoaBXHOCTb q)VI6pO3HOI'O Konbla MATPa/bHOro KnanaHa
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Table 3. Cardiac factors of the amylodotic cardiopathy
progression
Tabnuua 3. KapaunanbHble hakTopbl NPOrpeccnpoBaHms
amunongosa cepgua

Mapametp AnutenbHoCTb  3HAYMMOCTb
BbDKMBAaEMOCTM  pasnnyum
(mec)
YTonieHve creHok 47,2143;754]  Kpurepui [exaHa=-1,63;
miokapaa > 12mm p=0,103
CHuxeHve SRe (cex") 17,0[4,7;713]  7=1,97;p=0,049
CHuxerme SRa 17,006,1;44,2] 7=0,67; p=0,506
CHuxeHme SRs 15,1[4,2;63,2] /=2,65; p=0,008
CHuxXeHwe Strain 12,9[3,0;62,8]  Kpurepun lexaHa=-1,79;
p=0,074
Hani4e KoHLEHTPHYeCKoN 12,3[1,9;70,0]  Kpurepui Kokca F
MCeBaornepTpodMM Mrokapaa (18,34)=2,31;p=0,020
CHuxerve € (paHHepmactonu- — 11,9[1,3;69,7]  Kpurepuit lexaHa=1,86;
yeckas nogaixHocTb OKMK) p=0,060
MosbilweHue E /¢’ 10,7[1,0;37,8] Kpurepui exaHa=1,76;
p=0,078
E/A<1 62,0[46,0;83,0]  Kpurepuit [exaHa=2,49;
E/A>2 11,0[1,4,296]  p=0,013
CHuxeHme s' 9,110,7;32,6] Kpurepui Kokca F
(34,10)=2,92; p=0,038
Chnxerve OB X 6,6[1,0;239)  Kpurepwi lexara=-2,59;
p=0,009
CHixeHve @' 4,501,8;10,2] Kpurepui lexaHa=-2,44;
p=0,015
[JlaHHble npepcrasneHbl 8 Buge Me [25; 75%]
HopMmanbHble 3HaqeHya ng paHHenvactonuyeckoi (SRe, cex!), no3nHenvacronuyeckoi (SRa,
cek'!) ckopocteit fedhopmaLn, obLuero ykoposerns (Strain, %), s' (cm/c), €' (am/c), a' (cm/c)
pa3nuyanucs B 3aBIUCMOCTY OT NOIa U BO3PACTHOI KATEropHM.
E - paHHeavacTon|eckas ckopocTb TPaHCMMTPANILHOTO KPOBOTOKA, A — NO3HeAMacTonMYeckas
CKOPOCTb TPaHCMITPANbHOTO KPOBOTOKA, €' — paHHeAMacTonuyeckas NofBIXHOCTL (OPO3Horo
KOMbLIA MUTPaIbHOTO KilaraHa, &' — MO3ZHeAMacTonuyeckas NoABUXHOCT: hrBPO3HOTO KoMbL
MUTPaNbHOrO KIlaraHa, S’ — CUCTONIMYecKast MOMBIXHOCTb hMOPO3HOTO KobLia MUTPaNbHOO Kra-
nara, DKMK - cdmbpo3Hoe konbLio MiTpansHoro knanara, OB JIX — dpakuusa Bbibpoca nesoro
Xenynodka

MpucoenmHeHne 3-5 ctagnit XbIMy 41,4% (n=24) B
rpynne CneumansHoOro UCCNefoBaHNSA He CKa3blBaochb
Ha NokasaTensax TPaHCMUTPAbHOIO KpoBOTOKa (E Kputepuit
MaHHa-YutHmn U=299,5, p=0,278; A: U=327,0,
p=0,669; E/A: U=281,5, p=0,217) permoHanbHbIx CKO-
poCTel yKOpOYeHUs 1 penakcaumu muokapga (SRs:
U=216,5, p=0,428; SRe: U=195,0, p=0,249; SRa:
U=204,0, p=0,288), Takxe Kak yBenundeHue obLiero
yKopoueHus Strain (U=231,5, p=0,153), no3aHeana-
cronmyeckoro (a: U=229,0, p=0,164) 1 cUCToNM4eckoro
(s:U=210,0, p=0,076196) neuxerus GKMK. OgHako
B3aVIMOCBA3b MeX[y CKOPOCTbIO YKOPOYEHNS 1 BENMHMHOM
obLero ykopoyeHns ycunmeanacs (6e3 XMH Rs=0,57; ¢
XBM 3-5 Rs=0,87, p<0,001), T.e. Npx OAHON U TON Xe

CKOPOCTM YKOPOYEHNSI CyMMapHOe YKOpO4YeHUe OKa3sbl-
BaeTcs Oonee 3HAYUTENBHBIM.

Y 6onbHbIX 3-5 ctagnamu XBIM oTMevyannch bonee
BbICOKVIE MOKa3aTeN PacyHeTHOro AaBleHNs 3aKNMHUBaHUSA
neroyHbIx kanunnsapos (431K, 13,7 [10,8; 23,5] npotus
10,2 [7,9; 14,4] mm pr.cT. y naumeHTos ¢ XbI 1-2 crapmm;
U=181, p=0,033) 1 CUCTONMYECKOro JaBneHus B Ne-
rouHon aptepuu (21 [17; 30] npotus 12 [9; 20] MM
PT.CT. y nnu, ¢ 1-2 ctagmamn XBIM; U=29,5, p=0,004).

XBIM 3-5 cragun aBnsnack CyuleCTBEHHbIM (hakTOPOM
yXyOLWeHWs NporHosa, T.K. MearaHa OXmaaemMow npo-
LLOJIXKUTENBHOCTU XKN3HW CHU3UMACh Y 3TUX DOMbHbIX C
28,5 mec fo 16,0 mec (kputepuin fexaHa=-2,00,
p=0,046). B To e BpemMs Hanuive HedpPOTUYECKOro
CMHAPOMa MPOTMBOCTOANO CHUXKEHWMIO MOKasaTeNd Bbl-
>KMBAEMOCTU, KOTOPbIM Y NL, C HePOTUHECKMM CUHAPO-
MOM He cHuKancs (Kputepun lexaHa=-1,36, p=0,173).

MosbiteHne ypoBHs NTproBNP (cymmupyiotero no-
Kasatena npefHarpy3ky Ha MUOKApPL, MOBbILLIAIOLLErOCs
B OTBET Ha MOBbILLEHNE KOHEYHOrO AMaCTOIMYECKOro AaB-
neHus B npeacepamsx) > 1800 Hr/n Oblno accoummpoBaHo
Co cHuxeHnem SRe (2500,0 [291,5; 10000,0] Hr/n;
U=42,0, p=0,009) n SRs (2008,5 [290,3; 7957,6]
Hr/n; U=53,0, p=0,030), B TO Bpems kKak HOpMalibHble
3Ha4eHms SRe 1 SRs xapakTepr30BanCb HOPMasbHbIMU
WM NOTPaHNYHBIMK 3Ha4YeHnaMK nponentuaa (208,0
[122,8;393,2] Hr/n).

CxofHble 1N Bonee CyLLECTBEHHbIE YPOBHW MOBbI-
weHua NTproBNP oTMe4anucb U npy M3MEHEeHWU no-
asvxHocT PKMK (cHkeHne e”: 2008,5 [350,4; 4894,0]
Hr/n, U=26,0, p<0,001; nosbiwenve E/e: 2500,0
[966,1-9114,0] Hr/n, U=23,0, p=0,039; cHXeHre a":
4059,3[2500,0;9114,0] Hr/n, U=7,0, p<0,001); cHn-
xeHun OB JIK (5822,0 [4479,4; 7514,6] Hr/n, U=22,0,
p=0,033), NoBbILIEHNN NHOEKCA 0ObeMa NeBOro npea-
cepamsa (7957,0 [3902,54; 16622,8] Hr/n, U=7,0,
p<0,001).

YposeHb NTproBNP nosbiwancs takxxe npwv XBIM 3-5
ctagunm (3230,0 [820,3-10000,0] Hr/n, U=65,0,
p=0,002). Oaxe y 60MnbHbIX C MUHMMaNbHbIMU NPW3Ha-
KaMm MopaxeHns MUoKapLa, NpeacTaBieHHbIMU TONbKO
yTonueHvem creHok, yposeHb NTproBNP npw XBIT 3-5
cragmm nosbliwanca o 893,2 [259,3; 2118,6] Hr/n.

MN3y4eHne BkNafa pasnnyHbiX akTopoB HavasbHbIX
3TanoB NPOrpPeccPOBaHNA NOPaXKeHMA cepaLia B yPOBEHb
NTproBNP mMeTogoM MHOXECTBEHHOW perpeccuim noka-
3an0, 4YTO perpeccrMoHHoe ypaBHEHKe LOCTaTO4HO Bbl-
cokon obbscHaLer cunbl (RS=0,702) Bko4aeT, B
nepBylo o4epelb, MOKa3aTeNnu CpeHeneperopogo4Hou
CKOPOCT YKOPOHeHMst MMOKAPAaA 1 YPOBeHb KIyDOYKOBOM
dbunbtpaumn (1abn. 4). Mpuyem, OencTBre 3TMX napa-
MeTPOB PaBHO Mo cuie (B T.4. MO pe3ynkraTaM OUEeHKM
YaCTHbIX KO3 hULMEHTOB Koppensaumm (Tabn. 5), gatoLmx
HEe3aBMCKMYIO OLLeHKY MO APYrMM KOMMOHEHTaM ypaB-
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SRs - systolic myocardial strain rate,
SRe - early diastolic myocardial strain rate
SRs — cucTonuyeckas ckopocTb fiehopmaLmy M1okapaa,

SRe SRe - paHHeAnacTonmyeckas ckopocTb fAedopmaLyu Muokapaa

Figure 2. Interrelations between systolic and earliar diastolic strain rates in myocardium
PricyHoK 2. B3anmocBa3n mexay nokasaTeNsiMy CUCTONNYECKOM U paHHEAMACTONMYEeCKO ckopocTel fedopmanmm

MMNoOKapaa

HEHWA), W B COBOKYMHOCTM pgocTuraetr 96,4%
(0,485+0,479=0,964), B TO BpeMs Kak napameTpamu
CKOpOCTEeN peflakcalymy MoXKHO npeHebpeYb.

B otnn4me ot nokasarenen nocerMeHTHoW aechopmaumm
MuroKapaa Bkag kKnyooukoBowm dunbTpaLmm B ypOBEHb
NTproBNP He cHuxancs npu fobasneHnn B Moaesb MHO-
xecrBeHHom perpeccnmn (R=0,76, Tabs. 6) Takoro MOLLIHOMO

MoKasaTens AMacTonnyeckon AMChYHKLMN, Kak OTHOLLIeHMe
CKOPOCTEN TpaHCMUTPanbHOro kposotoka E/A (31oT na-
pameTp Ha 59,4% obbacHan nosbilueHme NtproBNP), u
ObIn BTOPbIM MO 3Ha4MMOCTI (35%), NpeBbilan 3Ha4N-
MOCTb No3aHeamacronmyeckon ckopoctm PKMK B 3 paza.

3a CYeT CyLlecTBeHHbIX B3aMMOBAVSHU 3Ta MOAENb
HeCKoNbKO ycTymana B afekBaTHOCTM (cTaTmcTika

Table 4. Multiple regression model for the myocardial deformation parameters and glomerular filtration rate influencing
on the NTproBNP level
Tabnuua 4. Mogenb MHOXECTBEHHOWN perpeccnu BANSHUSA nokasaTtenen gedbopmaunmn muokapaa n CKo
Ha ypoBeHb NTproBNP

Mapametp R=0,70, R?=0,49, koppurmposaHHbiv R=0,40, F-kputepun (4,21)=5,10, p<0,005

B p° p° B t-kpuTepuin p
(CBOBOAHbIN YneH YpaBHeHs perpeccui - - 152483 2950,6 5,168 <0,001
SRs -0,485 0,187 -10029,0 38724 -2,590 0,017
SRe 0,068 0,185 2431 659,0 0,37 0,716
SRa 0,111 0,164 -825,8 1224,2 -0,68 0,507
CK® (CKD-EPI) -0,479 0,161 -80,9 21,2 -2,97 0,007

B~ Ko3thhMLVEHT KOpPENaLK, ® ~ CTaHAapTHas oLuVOKa, ° ~ HeCTaHAAPTU3VPOBAHHbII KO3MMLIVEHT f} YPaBHEHVA Perpeccu, © — CTaHAapTHast OLLIOKa HECTaHAaPT3NPOBAHHOTO KO3(MMLIMEHTA B YPaBHEHHS
perpeccuy, SRS — cucTonMyeckas ckopocTb AeopMaLii Muokapfa, SRe — paHHeavacTonuyeckas ckopocTb AedopMaLivm Mitokapaa, SRa — paHHeduacTonuyeckas CkopocTb AeopMaLiviv MoKapAa,
CK® - cropocTb knyboykoBoi dwnsTpaLn no opmyne CKD-EPI

Table 5. Partial correlation coefficients of myocardial deformation and GFR with NTproBNP levels
Tabnuua 5. YacTHble Ko3dhPULMEHTbI KOppensaumMmn Mexay nokasatensiMmmn gecdopmaumm Mmmokapaa n CKd
cyposHem NTproBNP

Napametp B 12 2b 3¢ R? t-kputepuin p

SRs -0,485 -0,492 -0,403 0,689 0,311 -2,59 0,017
SRe 0,068 0,08 0,057 0,709 0,291 0,369 0,716
SRa 0,111 -0,146 -0,105 0,896 0,104 -0,675 0,507
CKO -0,479 -0,544 -0,462 0,928 0,072 -2,971 0,007

B - Ko3hDUUMEHT Kopenaumn, 12 — YacTHble KO3hdMLMEHTI Koppensumn, 2° — monydacTHble KOIMOUUMEHTb! KOPPENALAM, 3¢ — ToNepaHTHOCTb, CTaTicTka [apbuHa-Yorcora =2,823,
Ko3(hMLMERT cepuiHon Koppenaum =-0,439

SRs - cvcTonuyeckas ckopocTb AedopmaLii Miiokapza, SRe — paHHeaMacTon4eckas ckopoctb AedopMaLivyv M1okapaa, SRa — paHHeavacTonMyeckas ckopocts fechopmayn Mvokapaa, CKO - ckopocTb
knyboukoBov unbTpauim no hopmyne CKD-EPI
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Table 6. Multiple regression model for myocardial deformation, intracardial hemodynamics and GFR influence on
NTproBNP levels
Tabnuua 6. Mopenb MHOXeCTBEHHON perpeccum BIUsHUS nokasaTenen gedpopmaumm Mmokapaa, BHyTpUcepaeyHom
remognHamMmmnku n CK® Ha ypoeHb NTproBNP

Mapametp R=0,76, R2=0,58, koppurupoBaHHbIn R?=0,50, F-kputepwii (4,19)= 6,66, p=0,002

B p° p° e t-kpuTepuit p
(BODORHBIV UneH YpaBHEHVs perpeccumt = = 2314,990 2163,3 1,07 0,298
E/A 0,594 0,192 2029,182 657,504 3,086 0,006
CKo -0,350 0,151 -29,526 12,737 -2,318 0,032
a' -0,108 0,185 -68,436 117,476 -0,583 0,567
SRs -0,051 0,158 -384,344 1192,518 -0,322 0,751

B - Ko3(hMLMEHT KOPPENFLMK, * — CTAHAAPTHAA OLWMOKA, P ~ HECTAHAAPTU3MPOBAHHIA KOIMMMLMEHT B YPaBHEHNS PErPeccM, © ~ CTaHAAPTHas OLMOKA HEeCTaHAAPTM3MPOBAHHOMO KO3thdULMEHT]
[ ypaBHeHus perpeccun

SRs — cuCTONMYECKas CKOPOCTb AEOPMaLIMY MYOKaPA, ' ~ MO3LHEAVIACTONMYECKOE CHYXEHIE NOABVXHOCTY (MBPO3HOTO KoNbLIa MUTPANIBHOTO KNanaHa, E/A — OTHOLLIEHYE MaKCVMansHOi CKOPOCTY MoToKa
KpoBi B tha3y OBICTPOr0 HaNoMHEHMSA K MaKCIManbHOI CkopocTv moToka B cuctony npeacepavit, CKO — ckopoctb knyboukoBoi dunsrpaun no dopmyne CKD-EPI

1.2

1.0 DO—O00—0O— 00
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Figure 3. Log-rank model of NTproBNP level influence on survival

PucyHok 3. Jloructnyeckas mogens BnunsiHusa yposHs NTproBNP Ha BepoaTHOCTb fleTanbHOro ncxopa

HapbuHa-YotcoHa =1,92, k03hhULMEHT CepUHOM Kop-
penaumm =-0,23) MoJenv nepBoro 3tana, oaHako npu
yCTpaHeHW Mano3HaunMbix daktopos (SRs v a') agek-
BaTHOCTb MOLENU MPaKTUYecky Bo3BpaLlanacb K UCXOL-
HOMY ypoBHIO (cTaTcTka [apbuHa-YotcoHa =2,47,
KO3t ULMEHT cepuiiHom koppenaumm =-0,34).

OueHka Becomoctu ypoBHA NTproBNP no otHolweHwmio
K BEPOSITHOCTW NIETANIbHOMO MCX0Aa B TOMMCTUHECKOW MO-
nenn (x2[1]=10,7, p=0,001, puc. 3) NOKa3bIBAET BLICOKYIO
OO0 KOPPEKTHbIX NpefcKkasaHuUin neTanbHOro 1Mexoaa
(56,3%) 1, 0cOBEHHO, BepOSTHOCTY BbiXkMBaHMs (90,0%)
nauyeHTa no yposHio NTproBNP.

OOcyxaeHue

CoobLLecTBO 3KCNEPTOB MO NpobemMe aMMnonao3a B
MUPE U aBTOPbI CTaTbW, e4MHbI BO MHEHWW: HECMOTPSA Ha
BbIPaXKEHHYIO CUCTEMHOCTb MOPaXXeHWs, BeayLLMMM dak-
TOpaMm HebnaronpUATHOro NporHo3a npu AL-amunonoose
ABNAIOTCA NopaxeHue cepaua v Ol [15-18]. OgHako aB-

TOpbl HACTOSALLEN CTaTbM MOAYEPKMBAIOT, YTO BaXKHOCTb
3TUX OpPraHHbIX BOBJEYEHWI MMeeT HebnaronpusTHoe
3HaYeHve, B NepBylo odepenp, B AebioTe 3abonesaHns, B
JanbHewLeM VX BAMAHME Ha BbIKMBAEMOCTb aMUNOMA03a
CepALa CyLLEeCTBEHHO CHMXXAETCH, BEPOATHO, B YCIIOBUAX
COBPEeMeHHbIX 3(MEKTUBHbBIX CXeM JiedeHus. B uenom
n3y4eHne 3TanHoOCTN MPOrpeccpoBaHng amMUNonLo3a
CepALa 3aTPyAHEHO M3-3a BbICOKMX TEMMOB MPorpeccu-
POBaHWA, MPU 3TOM TAXECTb MOPAXKEHUA He 3aBUCUT OT
[laBHOCTM 3aboneBaHuvs. Mo3ToMy MccnegoBaTenn oue-
HMBaNX AMHaMKKy H6one3Hu, rasHbIM 00pa3om, no no-
Ka3aTenam BbI>KBAaEMOCTU.

[laHHble HaLlero nccnefoBaHs NoKasbiBaloT, YTO TakKve
TAXenble rnobasbHble HapyLeHWs BHYTPUCEPOEHHON re-
MOOMHAMUKN, KaK NafeHune CUCTOIYECKOM YHKLMN
MUOKapAa U PecTpUKTUBHbIE HapyLUeHWs AUACTONbl Y
OOMNbHbIX aMUMOMA030M Hanbornee YeTKO KOppenupyoT
¢ napameTpamu noasuxHoct GKMK, koTopble oTpaxkatot
He TOMbKO M3MEeHeHVA B CaMOM MUOKapAE, HO W nepe-
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rpy3Ku, CBA3aHHbIE C HAPYLUEHNSMU FeMOAMHAMUKM. 13-
MeHeHUst MeXaHUYeCKMX CBOMCTB CODCTBEHHO MMOKapAa,
NMOpaxXeHHOro aMMnonaoM, B Hambonbluen mMepe BO3-
MOXHO MO MOCEerMeHTHbIM MapamMeTpam gedopmaumn.
Mpuyem, CKOPOCTb penakcauum B PaHHIOW OMACTONy
(SRe), no cyTw, oTpaxaeT akTMBHOCTb BO3BpaTa MMOKapaa
K NCXOOHOMY COCTOSIHMIO COKPALLEHUA U ABAETCA Moka-
3aTenieM peakLmMm Ha CKOPOCTb CUCTONIUHECKOTO YKOPOYEeHUA
(SRs). MHa4e roBops, 3Ta CBA3b ABAETCS NPAKTUHECKOM
MOAENbIO PACTSKEHUS YIPYTron NPY>KMHbI, ONUCbIBaEMOM
3aKOHOM [yKa — BbIpaXeHHOCTb YNpyrown oTaaym CuibHee
npv bonee 3HaYNTENILHOM PacTaxXeHUM. NpsamMoe npuno-
KeHe 3akoHa [yka caep>XMBaeTcsi BA3KOCTHbIMU CBOW-
CTBaMW MUOKapLa, ¥ B HOpMalibHOM [iMana3soHe Koppe-
naumm mexay SRs n SRe He oTMe4anoch, o4HaKo No Mepe
CHUKEHMS 3TUX NapaMeTPOB accolmauma Mexay napa-
MEeTpaMUV HapacTaeT 1 CTAaHOBUTCS CYLLECTBEHHOWM, YTO
YKa3bIBaeT Ha yCUeHMe ynpyrocti U pUrMaHoOCTM MNO-
KapAa, MOPaxXeHHOro aMUMIoONAOM.

CHWXeHMe ckopocTer fedopMaLLm CONMPOBOXAANOCh
CHUXKEHMEM BbIXKMBAEMOCTM, OAHAKO MEHEe 3HAYMUTENbHbIM
Mo CPaBHEHWMIO C APYrMU YKAa3aHHbIMK Noka3aTensaMu,
YTO NO3BOSIAET PACCMATPVBATL 3TW MAPAMETPbI Kak paHHWe
NpW3HaK1 aMUNoOWAHOW KapamonaTum.

MpucoenmHeHme HapyLweru noasmxHocTn GKMK Ha
Oonee NPOABMHYTLIX 3Tanax aMUNIOWOHOW Kapauonatim
COMPOBOXAETCS, Kak y>Ke yKa3blBanock, Oonee akTMBHOM
peanusaumen cun CtapnuHra. as 3TMx 3TanoB XapakTepHO
nporpeccrpoBaHme XbIM go 3-5 cragum 1, cneaoBaTenbHo,
3 hexTnBHOE PYHKLIMOHMPOBaHMeE 3akoHa CTapnHra Mo-
KET OTPaXkaTb HapacTaHie 0OBLEMHOM Harpy3KM Ha MUOKapa,
B pe3y/ibTaTe CHVXKEHWS MOoYeYHON PUnsTpaLmn.

MHeHMe 0 HapacTaH1 0O bEMHOW Neperpy3km cepaua
npw npucoeamHennmn XbIM 3-5 ctagui nogaepXxmneaercs
TaK>Ke yBenyeHeM y aTx 60sbHbIX PacHeTHOro AaBneHus
3aKJIMHWBAHKA TIEFOYHbIX KanUNASIPOB U CUCTONINYECKOro
[LaBMeHUA B IBFOYHOW apTepui.

CamocToaTenbHoe 3Ha4YeHme akTopa Nporpeccrpo-
BaHMA HeponaTh NOAYEPKMBAETCA CYLLLECTBEHHbIM CH-
KeHWeM MefyaHbl BbIXKMBAEMOCTI Y 3TUX DOMbHbIX. B TO
e BpeMs BbIPaBHMBAHWME MOKAa3aTens BbIXXMBAEMOCTA Y
my, € HebpoTUHECKUM CUHOPOMOM, AN18 KOTOPOro Xa-
PaKTEPHO CHMXEHNE OObEMHOW Harpy3KM, KOCBEHHO NOf-
4YepPKMBAET, YTO OCHOBHbIM AeUCTBYIOLLMM hakTopom 3-5
cragnn XBIM Ha Murokaph ABnseTcs MMeHHO oObeMHas
neperpyska

BaXKHOCTb M3MEHEHHbIX KapANOpPeHabHbIX OTHOLLIEHNIA
npw ammnomnaose n onpepeneHa yposHs NTproBNP B
OLeHKe pr1cka aMMoma03a cepALa NoAYEPKMBAIOT MHOMME

nccneposatenu [15-18]. JJoCTOMHCTBOM HacTosLLEero nc-
CnefoBaHMA ABNSETCA TO, YTO BKNaA Hedponatunm B ypo-
BeHb NTproBNP oLieHeH B enHOM Mofenu ¢ cyrybo kap-
AManbHbIMW MPOrHOCTUYECKMMU MapKepamm, MpuUdeM,
MHorokpaTHoe (B 9,7 pa3) npesbilleHne NTproBNP, cy-
LLleCTBEHHO MpeofoseBatolee npeaen, oOyCcNoBNeHHbIN
OrpaHWYeHMeM KNMpeHca 3Toro nNponenTt1aa Ha 3-5 cragmmn
XBI1, yKa3blBaeT Ha 3Ha4MOCTb pPeHoKapAMabHbIX OT-
HOLLUEHWI B NPOrpeccMpoBaHuv Kapamonatim. YpoBeHb
NTproBNP, no HaluemMy MHeHMIo, BaxKeH MMEHHO KakK CyM-
MUPYIOLWMIA VHTErpanbHbI Mapkep M3MEHEHHOMo Kap-
OMOPEHANbHOrO KOHTVHYYMa M MOXET pacCMaTpYIBaThCH
KaK BaXKHEMLLIMI AMarHOCTUHECKMIA MOKa3aTenb HapyLUeHU
B 3TOM KOHTVHYyyMe npu amunovgose. Nonbitkm pasge-
NeHns NO4eYHOro W KapAmanbHOro BKafa B ypPOBeEHb
NTproBNP, xapakTepHble ans psga padot [16,17], no
MHEHMIO aBTOPOB CTaTbM, ABASIOTCA HECKONBKO YMO3pU-
TeNbHbIMU.

OrpaHuyeHusa uccnepoBaHuns. VlccnenoBaHue AB-
NAETCA NO NPEUMYLLECTBY ONUCATENbHBIM C 31IEMEHTaMM
NPOCNEeKTUBHOrO HabnogeHusa. TeM He MeHee, 3Ha4u-
TenbHas rpynna bosbHbIX C TakUM peakmnM 3aboneBaHveM,
Kak amunnounao3, TlatelbHoe MHOrofeTHee HabnoaeHve
NaLLMEHTOB 1 afleKBaTHble METOLbI CTaTUCTYECKOTO CPaBHe-
HWS MexXay MoArpynnamMm no3BOMSET CAeNaTb XOpPOLUo
060CHOBAaHHbIE BbIBOAbI.

3aknoyeHue

B paboTe nokasaHa 3TanHOCTb MPOrpeccrpoBaHMS
amunonaosa cepfua, npu4em, NPOrHOCTUYeckas posb
cobCTBEHHO KapamanbHoro aktopa BaxkHa, TMaBHbIM
06pa3om, B Ha4anbHbIx ha3ax 3aboneBaHms, Ha NO3LHMX
3Tanax NporpeccMpoBaHVis BeAyLiee 3Ha4eHne nprobpe-
TaeT B3aMMOBNMAHME Kapamonatum 1 HedponaTtum, BO
MHOroM NposBAsioLLeecs Bo3pacratoLLer 06bemMHon ne-
perpy3kon Mmnmokapaa. B kadecrtse MHTErpanbHOro Mapkepa
HapyLLEHNS KapAMOPeHanbHbIX B3aMMOOTHOLLEHNN, MOA-
YepKMBaIOLLEro CUCTEMHbIV XapakTep aMmunomnao3a, Bbl-
crynaet yposeHb NTproBNP, 4To 060CHOBaHO B HacTosLLEN
paborte.
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