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CMUCOK COKPALLEHUI

B6MTX — 6MVHYTHbI TECT XOAE0bI

ATTRUv (v - variant) — HacneacTBeHHbI TN TPAHCTUPETUHOBOMO aMuIonao3a
ATTRwt (wt - wild-type) — onkui TMn TPaHCTUPETMHOBOMO ammIonaosa

GLS (global longitudinal strain) — nokazatens rmobanbHOM NPOAOIBHON AehopmMaLim
NT-proBNP — N-KOHLIEeBOM (hparMeHT NpealeCTBEHHVKA MO3rOBOrO HaTPUINYPETNHECKOro NenTnaa
AK - ammnongHasa kapanommonaTus

AKT - aHTVKOarynaHTHas Tepanvs

APA — aHTaroH1CTbl peLenTopoB aHMMoTeH3nHa |l

APHW — yHrbuntopbl aHMMOTEH3VHOBBIX PELIENTOPOB 1 HEMPUN3UHA

BO3 - BcemupHas opraH1saumst 3gpaBooXpaHeHnst

F'KMI - runepTtpoduryeckas kapanomMmmonatus

NAMN® — NHMMBUTOPbI aHMMOTEH3MH-NMPEBPALLAIOLLEro hepMeHTa

JIXK - neBbili >xenyoovek cepaLa

MK — MexokenynoYkoBas neperopoaka

MPT - MarHUTHO-pe30HaHCHasa ToMorpadus

MXK - npaBbIi >xenyaovek cepaua

PKMIT — pecTpukTBHas kapamomMmonaTms

P®I - pagnodapmnpenapar

CJIL, — cBOOOAHbIE Nerkme Lenm MMMyHOrIoByIMHOB

CK® — ckopocCTb KiTy604KOBON hmnsTpaLmm

CT3 - CnekN-TpeKVHr axokapanorpadms

CLUA - CoeapHerHble LLITatbl AMepukun

TN - TpeneTaHue Npeacepanin

®B - pakumsa BbiIbpoca

DK — (hyHKLMOHANBHDBIN Knacc

@I - hrbpunnaums npencepanin

XBIM - xpoHu4eckasa 601e3Hb No4eK

XCH — xpoHuyeckas cepaevHast HeooCTaTOYHOCTb

XCHCc®BJIX — xpoHuyeckas cepaeqHas HeoCTaToMHOCTb C COXPaHHOW hpakLmen Boidpoca
YO - ygapHbii 06bem

OKT - anekTpokapanorpadus

OKC - anekTpudeckas KapavocTUMYNALmMA

AxoKIT - axokapamorpadms
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BBEOEHUE

AMNIOMA03 — 3TO MHUNBTPATUBHOE 3ab60/1EBAHME, MPU KOTOPOM MPOVCXOANT OTNO-
>KEeHVe PUBPUANAPHOro MKoNpoTenaa ammnonga B TkaHsx. Cneumduyeckoe CBON-
CTBO amuiovaa - ChnoCOBHOCTb K ABOVHOMY JlyHenpenoMIIEHMIO, HYTO MPOSABASETCA
CBEYeHNEM B MNONSPN30BAHHOM CBETE MPeaBapUTENbHO OKPALLEHHBIX KOHIO-KPACHbIM
npenapaTtoB amuaonaa C U3MEHEHMEM KPaCHOMO LIBETA KOHFOMUIIbHbIX aMUIONOHbBIX
OT/IOXKEHUN Ha A0NOYHO-3eneHbI (AMXpon3M). B ocHOBE ammnomaooreHesa nexxuT
CUHTE3 BOSBLLOrO KOMHYECTBa HECTAbUbHbIX BENKOB-NPEeaLLECTBEHHNKOB, KOTOPbIE
arpervpyroTcs ¢ 06pasoBaHneM aMmmnonaHon pudpunnbl. KnoveBoe 3Ha4YeHNe MeeT
aMNIONOOreHHOCTb OCHOBHOMO Benka-npefleCTBeHHNKa ammnnonaa, cneumguyHoro
ONs Kakaon hopMbl aMmionao3a, 0603Ha4YEHNE KOTOPOIO MOSIOXXEHO B OCHOBY COBPE-
MEHHOW KnaccuurkaLmm 3abonesaHns.

OTnoxkeHne ammnovga B TKaHu cepaua NpvBOAMUT K PasBUTUIO aMuionaosa cepa-
ua. Mo coBpemMeHHbIM MPEeACTaBAEHNAM, SBASIOLMMNCA OBLLENPUHATBIMY BO BCEX
9KCMEPTHbIX AOKYMEHTaX U KIIMHUHYECKMX PEKOMEHAALMAX, COBOKYMHOCTb U3MEHEHNI
TKaHen cepgua npv ammnonaose cepaua NpUHATO HasbiBaTb aMUIONOHOW Kapavo-
mMuronatuen (AK). CumtaeTcs, 4TO aMUnonaHas KapauomMmonatig SBAseTca STanoHHOM
MOZESBIO NV MPOTOTUMOM (faHHaA TEPMUHONOMSA NCMOMBb3YETCH B BULE B3anMO3ame-
HsieMbIX OMpefdeneHnin) PecTpuKTBHOM kapavomvonatum (PKMIM). OgHako, Ha onpe-
OeneHHoM atane popmrposanna AK, OHa MOXXET HOCUTb YepTbl, T.€. UMETb (DEHOTUM 1
rmnepTpoduryeckon kapanommonatm (TKMM), yto TpebyeT npoBeaeHvst anddepeH-
LpanbHoro amarHosa ¢ sTumMm 3aboneBanrsaMin. B cepalie amunon oTKNaabiBaeTcst He
BHYTPW KapaMOMUOLIMTA, a B UHTEPCTULMN. STO NPUBOAUT K YTONLLEHNIO CTEHOK U Ha-
PYLLEHMIO MPOLIECCOB paccnabneHnst, YTo NPUBOAUT K HaPYyLLEHHOW AMaCTONMMHECKON
yHKLIMM M1OKapaa, BNAOTb [0 PECTPUKTUBHBIX HApyLLEHWA. [OCTENEHHO MPOVCXOANT
avnaraumsi NeBoro Npeacepamst, PopMMUPYETCS NerovHasi rnepTeHaus. 1o Mepe npo-
rpeccupoBaHns 3aboneBanHVs Ha (PoHe yMeHbLLIEeHWst MoNocT JIXK 1 CHKeHNS ero co-
KpaTUTeNbHOM CMOCOOHOCTI THXECTb KIMHUYECKMX MPOSIBAEHWI yeyrybnseTcs. Beuay
CHKEHWNST yaapHOro obbemMa NpUCcCOedMHATCSH CUHKOMAasbHbIE Y MPECUHKOMasbHbIE
cocTosHMA. OHaKo B reHe3e 3TUX COCTOSHUN MOXET NexaTb Kak MovMHeponaTus,
TaK 1 HapyLLEeHVs pyTMa 1 NpOBOAMMOCTU, KOTOPble Hepedkm y naupeHTos ¢ AK. Kpo-
Me TOro, OT/IOXKEHE aMuIionaa MOXET MPOVCXOAUTb U B KnarnaHHOM annapare cepLa,
YTO MPVBOOUT K Pa3BUTUIO HEAOCTATOYHOCTW KfanaHoB, Yalle BCEro MUTPasibHOro U
TPUKyCcnnaansHoro, a B ciydaem ¢ ATTRwt — K aopTanibHOMY CTEHO3Y.

PacnpocTpaHeHHOCTb amunionao3da ocTaeTcs A0 KOHLA He M3y4eHHON. PadnnyHble
TUMbl aMUIONA03a BCTPEHAKOTCA C PasnnyHON YacToTon. Tak AL ammnnonnos BCTpeya-
etcs 8.9 cnyydaes Ha 1 mnH HaceneHns B CLLA, noknaapiBaeTcs 0 2225 HOBbIX ClyYaes
exxerogHo, npudem >30% npoTtekaeT ¢ hopmmpoBanriem AK. Ecnv roBopuTb O AVKOM
Tmne TTR ammnonaosa, TO OH OCTaeTCst 3Ha4YMMO HeJoOoLEHEHHbIM B nonynsaumm. Cpe-
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OV MauUVEeHTOB, FOCMUTAN3UPYIOLLMXCS MO MPUHMHE XPOHNYECKOW CEepAgeHHON HEemo-
CTaTOYHOCTU C COXPaHHOW (bpakumen Bbibpoca NeBoro »xenypodka (XCHc®BIDK), y
13% B ganbHenwem amarHocTtupyetesa AK, y 20-25% nrogent ctapule 80 neT aBnsieTcs
HaxXOOKOM MaTofloroaHaTOMOB, a B CaMOW CTapLUen BO3PacTHOW rpynne, nauyeHToB
cTapLue 97 net AK BbisiBnsieTca B 37 % cnyyaes. HacneaocteeHHas hopma TTR amumno-
1ao3a BCTpedaeTcs pexke 8.8 cnydaeB Ha 1 MIH HACENEHNS B HESHAEMUYHbBIX ParioHax
(Hanpumep, Cuumnng) n 1 cnyydar Ha 1000 HaceneHus B SHAEMUHHbBIX panoHax (Hanpu-
mep, MopTyranus). Taknm 06pa3oM, pacnpoCTPaHEHHOCTb AK, Kak MPUHYMHbBI XPOHUYe-
CKOW cepaeyHor HegocTaTtouHOCTU ¢ XCHc®BITK HeqooLeHeHa. POCT YyBCTBUTENb-
HOCTU 1 CNEeUMMOUYHOCTI METOAOB BU3YIM3VPYIOLLIMX METOAVK MO3BOSAKOT YBENUYNUTD
KONMMYECTBO MaLMEHTOB C NPaBUIbHO BbIHECEHHBIM AMArHO30M.

[ockonbKy ammnovg MOXET OTKNaabIBaTbCS HE TONMBbKO B CEPALLE, HO 1 ApYrnX opra-
Hax 1 cuctemMax, TO 1 NPOSBAEHNA aMnnIonao3a MoryT pasHoobpasHhbl, YTO NPVBOAUT
K OTCYTCTBUIO Cneumdu4eckor KapTiHbl 3ab0eBaHns 1 PaCLUMPEHNIO Kpyra Y3KMX
BpaYein-cneLmanicToB, K KOTOPbIM MPUXOOUT Ha NPUEM MaumeHT ¢ amunonao3om. Ou-
arHocTrka AK JO/mKHA 3aKNio4aTbCs He TOMbKO B MPOBeAeH andepeHLIansHoro
OvarHosa 1 NoATBePXOEHUM AnarHo3a, HO 1 B onpedeneHun Tuna ammnongosa. Npu-
4YeM 3TO YpPEe3BblHarHO BaXKHO, MOCKOJIbKY B apCeHase Bpayen NnosBumce cneumudnye-
CKMe npenaparbl AN NeYeHNs TeX UK UHbIX TUMOB aMUIovao3a.

Takum obpasom, AK aBnsieTcs Npobnemoit, 3aTparnBatoLLen He TObKO Kapauoso-
roB, HO W CreuvaMcToB ApPYrixX CreumanbHOCTEN: TepaneBToB, HEBPOMIOrOB, remMa-
TONOrOB, raCTPO3HTEPOSIOroB 1 odTaNbMoIoroB. ONTUMU3ALINS ANarHOCTUHECKMX 1
neyebHbIX MOaX0A0B Y MaUMEHTOB JAaHHOW rpynbl MO3BOMUT He MPOCTO YyHLUUTb AW-
arHOCTUKY, HO 1 YMEHBLUWUT CPOKM MOCTAHOBKM MPaBWUIbHOMO AMarHosa, YTo no3BovT
KaK MOXHO paHblle HagHa4aTb Creumdu4eckyo Tepanuio, yiayyluB Npu 3TOM Mpo-
rHo3 naupeHToB ¢ AK. OBnageHre NPakTUKYIOLWMMM Bpadamn HeOOXOOMMON HOBEW-
e nHdopmaLmen, kacatoLLencs Bcero cnexkTpa npobnem BeneHus naupeHta ¢ AK
OT OMarHOCTVKL A0 Ha3Ha4YeHWs Creumgnyeckoro edeHns, QKTyeT HeOOXOOMMOCTb
€€ N3NOXKEHVS B paMKkax HaCTosILLEro y4ebHoro nocoousi.
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(.S W OBLLIME BOMPOCHI U NMOHATUA

1.1 Knaccudwukayms amunongosa

B ocHoBy coBpemerHON kKnaccudukaumm amunongoda (BO3, 2016 r) nonoxeHa
aMNAIONOOrEHHOCTb OCHOBHOMO Benka-npefleCTBeHHNKa aMmmnnonaa, cneumguyHoro
0719 KaKaon popmbl ammnongosda. (tabn. 1). Beero Beigenstot okono 300 Tmnos amu-
n101a03a, 0OAHaKO Hambonee HYaCcTo BCTPEHAOLLMXCA HE Tak MHOIO, OHU 1 NPeAcTaBe-
Hbl B Tabnuue. Kakabih TN aMmnnonaosa UMEET CBOM Cneumdnyeckmne KnMHUHECKne
MPOSIBNEHNS, YTO CNEAYET y4nUThIBaTb MPU NOCTAHOBKE AMarHo3a.

Taénmua 1. OCHOBHbIE TUrbI amusiorgosa cepgua v KIMHN4YeCKmne 0CO6EeHHOCTY

Tvin Benok- MpuninHa MopaxeHne Monwn TunuyHas KNMHUYECKas KapTviHa
amuion- | MpeaLecTBeH- |  HapyLUeHuit opraHoB BO3pacT
fosa HUK (roapl)

AL CobopHble [vickpasua Moykn Ob6a nona XpoHu4eckast cepaeqHas HeAOCTaTOHHOCTb
nerkuve uenm nnasmatude-  Cepaue >50 C NpU3HaKamm1 NOMOPraHHOro Mopaxke-
VUMMYHOINOBY-  CKIX KNETOK MNeveHb HYS, BKIKOYas HE(PPOTUHECKINIA CUHAPOM,
JIMHOB BHC/MHC BereTaTuBHbIE HapyLLEHNS (OpTocTaTU4ecKas

rUNoTeH3vs, anapes), nepudepryeckas
NOMVHENPONaTus, MakpOrfIoCccysi, Mepropou-
TanbHas nyprypa. Tskenast rmnoTeHsns npu
npvieme MAM®/APA.

ATTRwt TpaHcTpeTvH  BogpacTtHble  Ceppaue My>x4n- CHWXEHME TONEPaHTHOCTY K (PU3UHECKVM
HapyLLeHUs HbI>>KeH- Harpyakam, NoTepst Beca, Xesyao4HO-KuLLIEeY-
cexpeLumn LLVHBI Hble HapyLLIEHNS.

TpaHcTK- >70 Jleso- 1 NpaBoXenyao4KoBas 3acTovHas
peTuHa ceppeyHas HeloCTaTO4HOCTbL C COXPaHHOMN
reYeHbo CUCTONMHECKOV (DyHKLIMEN C SBHOW ANacTosnn-

HeCKOo ANCYHKLVWEN, apUTMUM.
CemelHbin aHamHes T3C.

ATTRm MyTaHTHbIN MyTauum B HepsHas My>kun- MepaneHHo nporpeccypytoLas KNMHuHecKas
TPaHCTUPETUH  TeHe TpaH- cuctemaa HbI>>KeH- KapTVHa XPOHUHECKOW CepheqHoi HefocTa-
CTUpeTUHa Cepaua LLVHbI TOYHOCTW (kak npu ATTRwt) ¢ conyTcTaytoLLen
>40b nepudepy4ecKoit nonMHeponaTen nm

BereTatBHbIMN HapyLLeHNAMMN.
CeMeliHbIn aHamHe3 HEBPOOrN4YeCKnX
3abonesaHuni.

AL: ammnnongos, accoLMmMpoBaHHbIA C CUHTE30M CBOBOAHBIX JIErKuX LIENein MMMYHOr06ynMHoB; ATTRwt: TpaHCTUPETVHOBBI
amnnonaos Avkoro Tuna; ATTRM: TpaHCTUPETUHOBbI aMIONA03, CBA3AHHDIN C MyTaLWen B reHe TPaHCTUPETVHA (FeHeTuYe-
ckuii); BHC: BeretatuBHas HepsHas crctema; MNMHC: nepudepnyeckas HepeHas crctema; MAT®: MHIMOUTOPbI aHMVoTEH-
31HNpeBpaLlaioLLero epmenTa; APA: aHTaroHUCTbl PeLenTopoB aHrnoTeHsvHa Il; T3C: TyHHeNbHbI 3ansCTHbIN CUHAPOM;

2 MopaxeHie BereTaTMBHON 1 NePUGEPUHECKON HEPBHOM CICTEM MOFYT MPUBOAVTL K CXOXKIIM CUMMTOMAM, YTO 1 MpK
AL-amunnonpose

B 3asucuT OT TNa MyTaumu, y adpoamepukaHLues ¢ V122| 3aboneBaHrie MOXET MaHUpecTpoBaTh B Bo3pacTte >60 fieT.

Bcero 9 ammnnongoreHHbix 6enkoB MOryT OTKNafplBaTbCa B MUOKapAe, MPUBOaOs K
pasBuTUIO amunongHon kapanonatin. AK npyu AA ammnonaose, KOTopbIn pasBrBa-
€TCA MPU XPOHNYECKNX H(EKLMOHHBIX 1 ayTOMMMYHHbBIX 3a00MeBaHNSAX Pa3BMBaETCS
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HeyacTo, a Takme opmebl, kak AAPoAl, AApPoAIl, AApoAlV, Ab2M, AFib, AGel peako
BCTpevatoTcs. Kak npasusio, B NMofe 3peHnst kapamonora nonagaroT Asa Tuna aMmuio-
maosa: AL-ammnonaos n TTR-ammnonnos (ATTR), UIMEHHO NP 3TUX TUNAax aMmu1Nonao-
3a Yallle BCEro NponcxoauT nopaxkeHne cepgua. Ha gono a1vx BUAOB amMuionaosa
npuxogutca 98% Bcex AK. B nepBoM crydae MPOUCXOANT OTSIOKEHWE Nerkon Lenv
UMMyHornodynuHa (AL) 1 otnoxeHve TpaHcTupeTuHa (ATTR). KnuHnyeckne opmbl
AL-ammnonaosa o6ycnoBieHbl eauMHbIM 3TUONOTMHECKM (hakTopoM — B-numdoum-
TapHOW AMCKPAa3uen, XapakTepusytoLLencs (HopMMPOBaHNEM aHOMAasbHOMO K/oHa
nnasmMaTn4ecknx Unn B-KNeTok B KOCTHOM MO3re, KOTOPble MPOOyLIMPYOT aHOMaslb-
Hble MMYHOOOYNNHbI, 0bnafjatoLLie aMUIOUAOrEHHOCTBIO (Nerkmue LenM MOHOKII0-
HabHOro MMMYHONOBYNMHa, Yalle A, pexke k-Tuna). Ipn nepsrnyiHoM AlL-ammnonao3se
MMa3MoKIETOHHAs ANCKPAa3ns OTHOCUTENBHO Bonee 0OOPOKaYeCTBEHHAdA, B TO Bpe-
MS Kak npun B-remobnactogdax (MHOXeCTBEHHOW Muenome, 6onesHn BansaeHcTpema
1 Op.) oHa obnafaeT nprsHakammn 310Ka4eCTBEHHOM OMyxoan. AHOMasTbHbBIA amMunio-
MOOMEHHbBIN KNOH MNa3MaTnHeCcKnX KNETOK MOXET (hOPMMPOBATLCA Takke 13 nnas-
MOLMTOB, NIOKQMU3YIOLLMXCHA BHE KOCTHOMO MO3ra, YTO MOXET MPUBECTU K Pa3BUTUIO
JIoKanbHOro amunonaosa. Hanbonee pacnpocTpaHeHHble NokanbHble opmbl AL-a-
MUAOMA03a — amMUionao3 Tpaxen, BPOHXOB U ropTaHW, MOYEBOro My3bipsi. BbisiBne-
HVe NNasMOKJIETOHHON AMCKpasu HeobxoayMMo NS avarHocTvkin AL-ammnnonaosa, a
TaKKe AN OLEHKN ero pucka n anddepeHumansHoro anarHosa. ATTR - ammnnongos
MO>KHO pa3aennTb Ha HaCneaCcTBEHHYO POpMy 13-3a MyTaLWm B MONEKy/1e TpaHCTUpe-
TuHa (ATTR-V) 1 «amnkoro tmna» (ATTR-wt), B KOTOpOM MyTaums He naeHTunLmpoBaHa
1 OT/IOXKEHME ammnionaa NPOUCXOANT BBUAY BO3PACTHbIX HAPYLLEHWA CEKpeLmn TeTpa-
MEPOB TPaHCTUPETUHA MeYeHbo. B 0bourx ciydasix NpouCXoauT pacnan TeTpaMepoB
TpaHCTUPETUHA A0 MOHOMEPOB, 0OnadatoLLVX BbIP@XKEHHOW KOH(OPMAaLVOHHONW He-
cTabunbHocTeio. ATTR-aMmnonao3 sBnseTcs HeobpaTMO MPOrpecCpyoLLM 3ab0-
NIEBaHVEM C BbICOKOW CTEMeHbio MHBaNMAM3aLMM BCNEACTBME TSHKENOro MopakeHNs
cepaua, nepudepunyeckon 1/mnm aBToOHOMHOM NonvHenponaTtn. MaumeHTbl 06blIMHO
ymunpatoT B TeveHre 10-12 neT OT NepBbIX NPOABNEHNI.

1.2 KnnHnyeckasn kaptuHa 3aboneBaHus

Elle pa3 cneflyeT NoaqepKHyTb, YTO KIIMHNYECKas kapTuHa 3a00neBaHns HOCUT He-
cneunduYHbI XapakTep, TeM He MeHee CNedyeT BblAenaTb ABEe rPynnbl CUMMTOMOB:
cepfeyHble 1 BHECEPAEYHbIe, K KOTOPbIM MPUBOAUT OT/IOXKEHNE aMUNoMaa B OPYruX
opraHax.

CepfieyHble CUMMATOMbI Pa3HOOOPAa3HbI: OT MUHUMAaBLHOM 06LLen cnabocTv Ao pas-
BEPHYTOW KapTWHbl AeKoMMeHcnpoBaHHoM XCH.

K cepae4HbIM CMMNTOMaM OTHOCAT:

e ObLas cnabocTb
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® YTOMISEMOCTb

e Oppllka (MOXET BapbMpOBaTh OT OAbILLKM MPK (DU3NYECKON Harpy3Kke 00 OAbILLIKM
B MOKOE)

© [ONIOBOKPY>KeHME

e [lepebon B paboTte cepaua

© CUHKOMNANbHbIE U MPECUHKOMNAbHBIE COCTOAHNS

© OTEKN HVKHUX KOHEYHOCTEN

Cpeayn BHeCEPAEHHbIX MPOSABEHNI aMnIoNa03a Hambonee HYacTo BCTPEHAIOTCS:

e [Inccharus

e [lncnentnyeckne nposiBneHns (MoHOChI, 3anopbl)

© KOXKHble BbICbINaHUs

e [IpoTenHypust

° OHeMeHMe NanbLeB PyK 1 CToMn

e Makpornoccusi

e C1HAPOM CyXOro rnasa

e C1HAPOM 3ansCcTHOro KaHana

e OpTocTatnyeckasi rmnoTeH3us

KoHTponbHble BONPOCHI U 3agaHns

1. Jante onpepeneHne ammnonnosa.

2. [ante onpegenervie amnionaHon kapamonaTmm.

3. YTO NexxunT B 0CHOBE KlaccuukaLmm ammnonaosa’?

4. HazoBWTe OCHOBHbIE TUMbl aMUIOKA03a, KOTOPbIE MPUBOAAT K pa3BUTUO aMMUIona-
HOW KapauonaTtm?

5. OnuwmnTe NaToduanoNorM4eckmne MexaHnambl, nexalime B OCHOBE aMUIoVAHOM
kapguonaTum?

6. MepevrcnmnTe OCHOBHbIE CUMMTOMbI aMUNOVAHON KapayonaTum.

7. OnnnTe Hambonee XapakTepHble KNNHNYecKne nposisneHnst AL-ammnonaosa.

8. Kakve Tvnbl ATTR ammnnonnosa Belaenstot? B yem 1x cyllecTBeHHast pasHuiua?

9. OnuwmrTe Hanboree xapakTepHble KNMHUYecKne nposieneHnss ATTR — amnnonnosa.

10. lNepeyncnnTe OCHOBHbIE KITMHMYECKME BHECEPOEYHbIE MPOSIBNEHNS amnionao3a.
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rNABA AOVNATHOCTUKA AMUNTONAO3A CEPALIA

[na noctaHoBkn amarHo3da AK B MepByto odepenb HeOOXOAMMa HaCTOPOXKEHHOCTb
Bpada. PasHoobpasHas 1 Hecneumduryeckas kapTrHa 3aboneBaHnst TPebyeT BHMA-
TenbHOro cbopa aHaMHe3a, CEMEHOro aHamHesa 1 OCMOoTpa nauyeHTa. [uarHocTuky
AK MOXHO pasfenvTb Ha ABa OonblUMX 3Tana: AuarHOCTVKa Y MOATBEPXAEHNE Hemno-
cpencTteeHHo camon AK 1 onpedeneHne Tina ammnonaHoro 6enka. Kpome Toro, Mox-
HO BblOeNuTb ABEe CTpaTerMm AMarHOCTUKM: MHBA3VBHYIO, KOTOpas BKIIKOYAET B cebd
npoBefeHne G1oNCUnN 1 HEVHBa3VBHY!O.

OcHoBHblE Mapkepbl, 061afaloLLIEe BbICOKOW HyBCTBUTENBHOCTBLIO 1 CRELU(NHHO-
CTbIO (MM «KpacHble hnarv»), MPY HAINMHMN KOTOPbIX HEOBXOAMMO 3arnof03pUTL aMu-
n10Ma03, NepeYncersl B Tabnuue 2:

Tabnma 2. KpacHsle narv, nosBosisioLLye 3anofo3puTs aMuionaos cepaua

[narHocTnyeckuii Metog, Cneundnyeckoe N3MeHeHve («kpacHbIin diar»)

Cbop aHamHesa TYHHEnNbHbIN 3aNACTHBIA CYHAPOM (BUnaTtepasnbHbI) Y NOXUIbIX NALMEHTOB C
COMYTCTBYIOLLWM YTOLLEHVEM MVIOKapAa Mo AaHHbIM aXoKapavorpaduy, cemeii-
Hbl1 aHamMHe3 HerponaTn nnn BCC. XKanobbl Ha CeHCopHble HapyLLEHUS Npw
nepunhepuHecKoit NONMHEPONATVW, MEHNCTYIO MOYY VN KPOBOTEHEHIE

OKI Huskuin BonbTaxk komnnekcos QRS 1nm HeMPOMOPLIMOHANBLHO HUSKUI BONBTAXK
CTerneHn Npu CyLLEeCTBYIOLLEN rvneptpodun JK

OKIM [NceBoonHMapKTHbIE N3MEHEHNS MPY OTCYTCTBUM 30H HapPYLLEHWIA SIOKaIbHOM
COKPaTMOCTU MO AaHHbIM SXOKapﬂ,MOI’paCbVIVI

Oxokapaviorpacus CummetpuyHas MK nnm (TTK) npuw oTCyTCTBIUM a0pTabHOrO CTEHO3a 1in
ANUTENBHO CYLLIECTBYIOLLIEV apTepyiaiibHOM MNepToH

Oxokapaporpadvist OB JDK B npeaenax HopmasibHbIX 3Ha4eHWi, HO CHkeH GLS (CM. Takke puc. 1)

MPT TpaHcMypansHoe nnm cy6aHaoKapanansHo No3aHee KOHTPaCcTHOe ycuneHmne 06-
nactv, pudpyaHoe NpeacepaHoe No3aHee KOHTpacTHoe ycuneHve, MX nosgHee
KOHTPACTHOE ycuneHue, Cy6onTumansHoe o6HyneHve

MPT YBenuyeHvie 3HadqeHnin T1, yBenmyeHve hpakumm aKCTpauetoNspHoro obbema,
oTek Mrokapga (T2)

JlabopaTopHble nccnegosaHnsa HenponopuyoHansHo BbiCokuii ypoBeHs NT-proBNP, NOCTOSHHO MOBbILLEHHbIN
YPOBEHb KOHLIEHTPALWIV TPOMOHMHA NP OTCYTCTBIAN KOPOHAPHOMO NOPaXkeHUs
Mo AaHHbIM KA

BCC: BHe3anHas cepreyHas cmepTb; OKI: anekTpokapaviorpamma; [THK: runeptpocus nesoro xxenynoydka; MHK: runep-
Tpothus Npasoro xenyaoyka; OB JIK: dpakums Beibpoca nesoro xxenyaodka; GLS (global longitudinal strain): nokasatens
MPOAONLHOV CUCTONMHECKOM AechopMaLn NeBoro »xenyaoyka; MPT: MarHMTHO-pe3oHaHcHas ToMorpadus; MXK: npasbIin
>xenynodek; KAl - kopoHapoaHruorpachust

Takm 06pa3om, KpacHble dnary No3BONAAOT 3an0A03PUTb Kak aMnIonao3 B 06-
wem, Tak 1 AK B 4acTHOCTU. B HacToslLLee Bpems BbICOKasi paspeLuatoLLiasi cnocob-
HocTb OxoKI™ n MPT cepaua no3BosstoT ¢ 60/bLION TOYHOCTBIO FOBOPUTE O HaIN4UA
AK.
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PucyHok 1. Paspsis buierica. [NpuaHak ammnonaosa, B cpeaHem Ha 10 et

MPEALLECTBYIOLLMIN MOSIBIEHUIO CEPAEYHO-COCYANCTBIX MPOSIBEHWI 3abonesa-

HUs1 (¢hoTO — CBOGOAHBINM AOCTYN B VIHTEPHET).

Oxokapguorpaduyeckoe nccnegoBaHme

Mpn OxoKI BeisBNseTCs yTonweHne cteHok JDK n MXKT, runeptpodvs, Kak npa-
BUIO cUMMETpUHHas. Paamepbl JTK ymeHbLLeHbI, a pasMepbl NPEACEPANN YBENNHEHDI.
Ha paHHux cTagusax 3aboneBaHnst cuctondeckast pyHkums JXK He cTpagaeT, ogHako
no Mepe NporpeccrnpoBanusa 3adoneBaHnst OB JTXK MOXeT ObiTb CyLLIECTBEHHO CHU-
>xeHa. CTeHkn JDK MMeroT Ccrneumnduyeckyto «CBETALLYIOCS» CTPYKTYpy. OTnoxeHue
amMnaonga MOXeT MPOUCXOOUTb U B KJanaHHOM annapaTe cepaue, YTo MpuBOaUT K
OMCYHKLMN KNanaHoB, Hallle MUTPaibHOro 1 TpuKycnvaansHoro. MNpu nposegeHun
OOMNIEPOMETPUHECKON OLEHKE TPaHCMUTPASIBHOMO KPOBOTOKA UM MNPV MPOBEAEHUN
TKaHeBOV AOMMIEPOMETPUM MUOKapAa HAbMoOAETCA PECTPUKTUBHOE HapyLLEHNe an-
ACTONMNHECKOW (DYHKLIM NTEBOIO XKeNyao4Ka.

Kpome Toro, cornacHoO CoBpeMEHHbIM pekomeHaaLvsam no IOxoKI npy Nogo3peHnmn
Ha aMMnoMao3 cepdLa B Ka4ecTBe OOHOrO 13 AndepeHumanbHO-ANarHOCTUHECKIMX
METOAOB MpefnaraeTcsd WUCMoAb30BaHMe TEXHONOMUN CREKN-TPEKVHI 3XOKapanorpa-
dum (CTS, Speckle Tracking Imaging) ¢ oueHkon getopmaumm mmuokapda. INprmere-
HEe HOBOW TEXHOMIOMN CreKN-TPeKMHT OX0oKI™ noMoraeT B AnarHoOCTUKE aMuionao3aa,
korga HabnoaaeTes cneunuyeckas xapakTepHas KapTuHa: CHYbKeHue aedhopmMaiim
6asanbHbIX 1 CPefHMX CErMEHTOB JIEBOMO »Kenyaoyka C CoXpaHeHnem aedopmMaiin
BEPXYLLKM. (PrCyHOK 2-4)
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PucyHok 2. TpexmepHasi axokapavorpagus (3D-9xoKT). AnvkansHoe qe-

ThipexkamepHoe ceveHne. Ha (oHe BbIpaXXeHHOro yTOSILLEHUST CTEHOK JIeBOro
JKesny[odKa. [MnepaxoreHHbIE BKITKOHYEHNST B MEXOKESYA0HKOBYIO Meperopoaky —

bIbKV amuionsa (ykasaHs! CTpesKamu).

PucyHok 3. TexHosorvsi Crieks-TpekuHr axokapanorpagpum (CTS): Tpexka-

MepHOe anvkasbHoe cedeHue. KapTuHa TunndHasi 418 amuiongosa cepaua:
BbIPaXXeHHOE CHIKEHVE fiecpopmaLiyv 6a3asibHbIX M COEOHMX CErMEHTOB JIEBOrO
xxenyaoyka (6nenqHo-rony6oit 1 po30Bbi LIBETA) C COXPaHEHHOM AechopmaLimeri

BEPXYLLIEYHBIX CEMMEHTOB (KDACHBI LIBET).
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PucyHok 4. Oxokapavorpagus npy amuion[ose cepaua. a—b paHynspHas CTpykTypa CTEHOK
JIEBOIO XKEJY[OYKa C BbIDAXKEHHOU rNepTpOMUeEN, Hamm4me nepukapamasHoro Beinota. ®pakuyms
BbIOpOCA /1eBOr0 XKenyqo4ka CoxpaHeHa (C), MPOLOsIbHOE ABYKEHME MEPEeropoaku no AaHHbIM TKa-
HEBOW A0Maeporpapun CHIKEHO (d). AHasm3 npoaosisHOV ehopManm B TPEX anvkaibHbIX M10-
CKOCTSIX IEMOHCTPUPYET XaPaKTEPHOE CHIKEHME AechopmaLim B CPEAHMX 1 6asasibHbIX CerMeHTax

B CpaBHEHM C COXpaHHO arvkasibHoM negopmaLmeri («obiHmi rnas») (e)
MPT ceppua ¢ KOHTpacTupoBaHMEM ragoIMHNEM

KapTtnHa ammnonposa cepgua npyv MPT nmeeT xapakTepHble 0cobeHHOCTU. [pu
OTCPOHEHHOM KOHTPaCTUPOBaHUM ONPEeensieTcsa LMpKYNapHoe cybaHaoKapavanbHoe
HakomMneHe KOHTPaCTHOro Npenapara B Muokapae JIK, a Takke B HEKOTOPbIX Cry4a-
SIX MPaBOro »eyaoyka 1 obounx npeacepan (PUCyHoK 5).

PucyHok 5. A - kuHo-MPT, onpegensercs rvnepTpogus mrokapaa JPK. b — or-
CPOYEHHOE KOHTPAaCTUPOBaHMe, LMPKYISIPHOE Cy63aHAOKapAMabHOe KOHTPacTUpO-
BaHwe myokapaa JIXK n XK.
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[anee n3noxeHbl Te MeTodbl AMarHOCTUKN, KOTOPbIE OTHOCATCS! K HEMHBAa3VIBHOMY
OVarHOCTUYECKOMY 3Tarly, U KOTOPbIe MOMyT NpUbNM3nTb Bpada K onpeneneHuio tmna
amMnnonaosa.

JlabopaTtopHas guarHoctuka

C Lenblo UCKIYEHVS MOHOKTOHATBbHOW AMCKPa3un 1 MOCTaHOBKM AnarHosa Al -a-
MUIONO03a NPOBOAAT SNEKTPOdOPES3 BENKOB C MMMYHOMMKCALIMEN CbIBOPOTKM KPOBM
1 MO4M Ha Hanm{me CBOBOAHbIX LiENer MMMYHOrMOBYIMHOB. YyBCTBUTENBHOCTL TECTa
Ha onpedeneHne cBoboaHbIx nerkux Lenent (CJIL) nmmyHOrnobynnmHOB B CbIBOPOTKE
KPOBM 1 MOYM cocTaBnsieT 99%. BaxxHO MOAYEpKHYTb, YTO anekTpodopes 6enkos
CbIBOPOTKM KPOBM 1 MO4M BCEraa AOMKEH COMPOBOXAATHCS UMMyHOMUKCaLIMen ans
YBENMNYEHNST YyBCTBUTENBHOCTN UCCNEA0BaHVA. [1pn HTepnpeTauUmm HUSKOrO YPOBHS
AHOMaJTbHbIX MOHOKJIOHASTBHBIX aHTUTEN U CPEOHNX 3HAYEHNA COOTHOLLIEHNS Kanna/
naméaa uenen MoryT ObiTb NOXKHOOTPULIATENBHbBIE U NTOXKHOMONOXUTENBHBIE PEe3y/lb-
TaTbl, MOCKOSbKY Y naumeHToB ¢ XBIT Npu CHKEHU CKOPOCTI KIyBO4KOBOW huisib-
Tpaummn (CK®) yMeHbLLAETCSt MOYEHHbIA KNMPeHT nonknoHansHeix CrILL n BospacTaet
VX CbIBOPOTOYHasS KOHLeHTpaunsa. CootHolleHne CJIL Takxe nU3MeHsieTcst No Mepe
CHKeHNst CK®, HO Takke 3aBUCUT OT MPOBOAMMOIO TeCTa Ha BbISIBNEHWE NErkMX Lie-
nen nmmMyHornobynmHos [Free light TecT (Binding Site) unu N latex TecT (Siemens)]. Mpwu
ncnonb3oBanun N latex TecTa COOTHOLLIEHME NErKNX Liener MMMYHOMOOYIMHOB YMEHb-
Laetcs no Mepe CHkeHnss CK®, ogHako [0 Cvx NMop He YCTaHOBNEHO COOTBETCTBME
cooTHoleHmsa CJILL n CK®. C gpyrot CTOPOHbI, MPW NPUMEHEHUM Yallle UCMOoSb3ye-
moro TecTa Free light, cootHowweHne CJIL, yBenuymBaetcs No Mepe cHkeHuns CKD, n
COOTHOLLEeHMe B npegenax 0,37 — 3,1 cuntaeTcs HoOpMasbHbIM 3HA4YEHVEM Y MaLNEHTOB
¢ XBI'. PethepeHcHble 3Ha4eHns:, MpUMEHsieMble COrnacHoO TskecT XBI oTCyTCTBYHOT.
Y nauneHToB ¢ ymepeHHoln XBI1 (cHwkeHne CK® <45 mn/MuH/1,73M2 no dopmyne
CKD-EPI) B codeTaHnm ¢ oTpuuaTesHbIM pesynstataMmi Npy NpoBEAeHUN SN1EKTPO-
dopesa CbIBOPOTKM KPOBW/MOYM C MMMyHODMKcaume 1 ¢ cooTHoLlleHem CJIL no
2.0 MOXET ObITb PacCMOTPEHO Kak BapuaHT HopMbl. CrefoBaTenbHO B psiae ClyyHaes
MOXKET MOTPebOoBaTLCA KOHCY/bTaUMs reMaTtosiora.

Kpome Toro, obsizatensHo onpeneneHne ypoBHs NT-proBNP 1 TponoHmHa B CbIBO-
POTKE KPOBW, MOBbILLEHVE KOTOPbIX MOMOraeT He TOMIbKO B AMarHOCTUKE, HO 1 B MOHM-
TOpVPOBaHWUN 3PAEKTUBHOCTI NTEHEHNS.

K nabopaTtopHbIM METOAAM UCCEN0BaHNst OTHOCUTCH U FEHETUHECKOE UCCNe0oBaHNE,
aKkTyanbHoe O guarHoCcTuku ATTR-m Tuna. 9TO nccnefoBaHvie MO3BOMSET BbIABUTH
Hanm4ne MyTaumun B reHe TPaHCTMPETUHA C Lenbio andepeHLmansHon OMarHOCTUKM
FEHETNHECKUX U «auKx» (hopM ATTR ammnongosa. HpessblyaiHa BaxkHa POsib STOrO UC-
CNefoBanns Ans BbIIBAEHUA MyTauuin y POACTBEHHNKOB MaLMEHTa C LEeNbio PaHHeN aun-
arHocTukn ATTR-m 1 paspaboTku MHAMBWOYaNbHOM NPOrpaMMbl HAOMKOAEHNS 3a HAMU.
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CuuHTurpadpums mmokapaa

BbinonHeHve cuvHTUrpadum mMmokapda C OCTeOTPOMHbIMKU padvodapMnpenapa-
Tamu (POI) pekomeHayeTcsa Ona HenHealdneBHOM Bepudvkaumm ATTR-amunongosa y
MaLUMeHTOB C UMEKOLLIMMIMCS XapakTEPHbIMY MpU3HaKamMmn ammnionaosa cepgua no aaH-
HbIM OxoKI™ n/vnn MPT. ViccnenoBaHne NpoBOAUTCA C OOHVM U3 crieayrolmx POr:
99mTc-nmpodocat (PYP, Hanbonee goctyneH B Poccun), 99mTc-meTuneH-andoc-
doHaT (MDP), 99mTc-rmapokecn-metuner-gmudoctonHat (HDP) n 99mTc-3,3-amndoc-
doHo-1,2-nponaHo-kapbokcnnosasa kucnota (DPD), Mcnonb3yembix B OCHOBHOM B
EBpone. MIHTeHCrBHOE HakomnneHne aTux POl B Mnokapae cneundnyHo ana ATTR-a-
MUnIonao3a, npy AL-ammnongose OHO OTMEYaETCs NLLb Yy TPETU NaUMEHTOB 1 Xapak-
TEPU3YETCA MEHbLLEN NHTEHCVBHOCTBIO BKIIOHEHNS. MexaHn3m Takom 13bunpaTensHo-
CTW OO KOHLIA He M3Yy4eH, ee MOXHO YaCTUYHO OOBACHUTL Pa3NYHbIM KONMHECTBOM
MOHOB KaUlbLMst, AOCTYMHbIX A5t CBA3bIBaHMA ¢ POl y 3Tux AByX TMNOB aMmmnnouga.

CumnHTUrpadm4eckoe 1ccnefoBaHe OOMKHO BKOYaTb B cebs MpulenbHoe nna-
HapHoe 1ccnefoBaHne U 0aHOMOTOHHYHO AMUCCUOHHYIO KOMMBIOTEPHYIO TOMOrpaduto
(O3BKT) cepaua vepes 2-3 vaca nocne nHbekummn POTT. MNpy nnaHapHoM 1ccnenosa-
HUN B NepeaHelt MpoeKLIMM OLIEHNBAETCS OTHOLLEHNE MHTEHCUBHOCTY cHeTa B 0611acTu
ceppLia No OTHOLWEHWIO K KOHTpanatepasibHOM CTOPOHe, 3HaveHne >1.5 aBnseTcs xa-
pakTepHbIM 0na ATTR-ammnonpnosa. Tomorpadumyeckoe 1nccnegoBaHe Heobxoammo
0N NMOATBEPXXAEHNS Hakorerns POl B M1okapae, a He B MONOCTSX cepaua, npu
3TOM pekoMeHayeTcs coBmelleHne ¢ aaHHbiMm KT (OSKT/KT) anst 6onee To4HOM no-
kanm3aumm. OLeHka MHTEHCKBHOCTU HakonneHnst POIT B M1okapae BbINOMHAETCS Mo
Lwkane Perugini: Grade O — oTcyTCTBME HakonneHnst B Mnokapae, Grade 1 — Buanmoe
HakomMneHre, ero MHTEHCUBHOCTb HIDKE, YEM B KOCTHbIX CTPYKTypax, Grade 2 — HTeH-
CVBHOCTb HaKOM/IEHWS CpaBHKMAa C KOCTHbIMU CTPyKTypamu, Grade 3 — MHTEHCUBHOCTb
HakomMneHVs Bbille, YeM B KOCTHbIX CTPykTypax. Grade 2-3 sBNseTcst XxapakTepHbIM
ans ATTR-ammnnonaosa (PrcyHok 6).

CornacHoO KOHCEHCYCHOMY airopuUTMy HEeWHBA3VIBHOM AMArHOCTVKL aMmnnovaosa
cepaua (Dorbala et al., 2019) y nayneHToB C XapakTepHbIMI MPU3HaKaMm aMmionao-
3a no gaHHbiM OxoKI/MPT, Grade 2/3 no gaHHbiM OOKT 1 6e3 KJloHasbHbIX aHoMa-
i guarHo3 ATTR-aMnnongo3a MOXET CHUTATBCS YCTaHOBIEHHbIM 6e3 NpoBeaeHNS
oroncun.

30/10TbIM CTaHORPTOM B AMArHOCTUKE 1 TUMMPOBaHWUN aMUonao3a sSBASoTCS WH-
Ba3VBHbIE OMArHOCTMYECKMe MeToOvKM. VX nmpoBedgHVe HeoBXoayMO MPU COMHW-
TenbHbIX pesynsTatax nabopaTopHOM AMArHOCTUKA U CLUUHTUMpadun. Tak, Hanpumep,
npy OTPULIATENBHOM pPesynsTaTe CLUUMHTUrPaduin 1 OTCYTCTBUN aHOMaJTbHbIX MOHOKJIO-
HasTbHbIX aHTUTEN UK NP 060KA0NONOXKUTENBHBIX PE3yNbTaTax dTUX UCCNenoBaHni
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CumHTHrpadma KT Q3KT O3KT/KT

Grade 0

Grade 1

Grade 2

Grade 3

PucyHok 6. BapviaHTbl HakoraeHus octeoTpornHoro POl B cepaue rpwv npoBeneHmn
CUMHTUrpaghvm M1okapaa B Lesisx auarHocTyky amunovgosa. Grade 2-3 sBaseTcsi xapak-
TepHbIM 418 ATTR-amuion[osa.

cnepnyeT paccMatpuBaTb NPoBefeHre O1oncum nopaXeHHoro oprana (Mpu AK aTo aH-
[OoMVoKapamanbHas 6roncus) U MOAKOXKHO-XKMPOBOW KIETHATKN C MOCAEayOLLMM
ncenegosaHusiMu. MNpu NpoBeaeH 3HAOMMOKapAMaibHOM G1ONCUn OBHapY K1BatOT-
CSl OT/IOXKEHVS aMnnonaa nocne okpalumBaHus KOoHro-kpacHbiM. [nsg TunvMpoBaHms
ammionaosa 30/10TbIM CTaHAAPTOM SBSETCS METOL MacC-CneKTPOMETPUM, UMMYHO-
MMCTOXMMNYECKOE WCCNEA0BaHE WM MMMYHO3IEKTPOHHAA MUKpockonus. OpHako
CYLLIECTBYIOT TEXHUYECKME TPYAHOCTU AN1S1 PYTUHHOMO NX MPVYMEHEHVIS.
Anroputm guarHocTukn AK NnpefacTaBneH Ha puUcyHke 7.
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CEPJAEYHbIE CUMMNTOMbI CUCTEMHBIE MPOSIBJIEHUS K
XCHc®B HedpoTuueckuit cuHapom WcknioyeHbl: apTepuanbHas runep-
[AvcnHo3, oTek BereTaTuBHbIE HapyLIeHUs! TOHUS, py
Heo6bsicHumas yctanoctb T3C npumeHeHue npenapatos (cTepoupbl,
YyaueHHoe cepaue6uenve (®MN/HXT) HapyweHus XKT Takp yC, rmap ).
CuHkoON? n b n IS TKMTI, AC. OCTOpOXM1OCTb NPy COMyT-
cTBytowwem AC.
[
Y
| O i no 3KT, 3xoKI u/unu MPT ceppua (kpacHbie dnarm) |
| MposepeHne cumHTUrpacdum + Ha MOHOK/ g |
Y Y Y Y

Hakonnexwne P®MN >1

HakonneHusi Het (cTe-
neHb 0), oTpuuatenb-
HbIi CKPUHUHI

Hannune AL/ATTR amu-
IoMA03  ManoBeposiTHO
MosTopHOE paccmoTpe-
H/WEe WHbIX [AVarHo30B:
KM, HacneacTBeHHbIX

HakonneHusi HeT (cTe-
neHb 0), nonoxurenb-
HbIA CKPUHUHI

BeposiTHo
AL-amunovposa

Hann4yne

Hanpasnexve B remaro-
Norviio A1t MPOBEAeHUs

CTeNeHn = MOJNIOXKM-
TenbHbIii CKPMHUHT b

TpebyeTcs panbHeiillee
npoeegeHne OMB ¢
Nrx (+MC) BoamoxHo
Hannune AL/ATTR amu-
novaosa v ap. Tmnos (AA

BbipaxkeHHOe Hakonne-
Hue POI >2 cTeneHn +
OTpuULaTEeNbHbI CKPU-
HUHT

ATTR amunounpos cepa-
ua Heobxogumo npose-
[leHe CcekBeHnpoeamus
reHa TTR pns pudde-

MeTabonuyeckmx nwam 6uoncum KoCTHOro Mos- AApol). peHunanbHoW  AuarHo-
MUTOXOHAPWANbHbIX 60- ra unM MNOAKOXKHO-KMN- cTukn ATTRm n ATTRwt.
nesHen, BPOXAEHHbIX poBoli knetyatkn IOMB Paccmotpets ATTR ¢ Paclwumputb  nepeyeHsb,
CUHAPOMOB TaKXKe MOXET ObiTb He- conyTcTBytowen  MIHI ecnm HeobXoauMo  uc-
obxopvma i ycTaHoB- (+20%) KIIOYNTL Apyre hopmbl
NleHVs gnarHosa FKMIM.
Mpwu coxp: i cTout TpeTb AMB ¢ UFX/MC ans ucks wvnmn T

PucyHok 7. Anroputm gMarHOCTHKN aMUIoOn[03a cepaya.

2 yccnepgoBaHue CbIBOPOTKM KPOBM Ha Hann4yne cBOo6GOAHbIX /IErkux yenen, ncciegoBaHne
CbIBOPOTKM KP gyrowen MMMyHogukcaymen

/Moun c

b no cucreme lMepyaxuHu crenenb 1 MM 2 NPU OTCYTCTBUU/HANNYNMN MOSIOXKNTENIbHOIO
CKpUHUHra Ha AL-amunoungos, creneHb 3 Npy NOMOXNUTENIbHOM CKPUHMHIe Ha AL-amMunongos

XCHc®B: xpoHu4eckasi cepaeqHas HeoCTaTO4HOCTb C COXPaHHOU hpakumen Boibpoca, PI: onbpunnaums
npegcepawii; HXKT: HampxenynoykoBas Taxukapaws; T3C: TyHHebHbIM 3ansicTHeI cuHapom, XKKT: xenynoy-
HO-KuLLIEYHbIN TpakT; [TDK: runepTpogus nesoro xesnygoyka; TKMII: rvnepTpoguydeckas kapamommonatvis;
AC — aopTasibHbii cTeHo3; OKI: anekTpokapanorpagus;, OxoKI: axokapauorpagusi; MPT: MarHUTHO-pe3oHaHc-
Hasi Tomorpagusi; AL: amnion[o3, accoLnpoBaHHbIA C CUHTE30M CBOOOAHbIX IErkuX Lieresr MMmMyHOrnoby -
HoB; ATTR: TpaHCTUPETUHOBbLIN amunionos; ATTRWL: TpaHCTUPETUHOBBIM amMuaov[o3 Avkoro Tvna, ATTRm:
TPaHCTUPETVHOBBIN aMUIOV[03 MreHETUHECKUI, AA: aMnIon[o3, acCoLMMPOBaHHbIN C CUHTE30M aMuUIOUaHOIO
A-npoteunHa; AAPOI: amnnonaos, accoLmmpoBaHHbIi C CUHTE30M arosmnonpoTenHa Al; SMB: aHaomvokapan-
anbHasi buoricusi; VIFX: mmyHornctoxmmmqeckoe viccnenosanne; MC: macc-criektpometpusi; MITHI: moHoko-
HaslbHasi raMmanatuisi HesicHoro reHesa; TTR: TpaHCTVPeTVH
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KoHTponbHbIe BONPOCHI U 3apaHusA

. OnpenennTe OBe cTpateruv OMarHOCTVKM aMuionao3a

. OnuLmTe 0cobeHHOCTM cOopa aHaMHe3a y NaLMEHTOB C aMUIONAHOM KapauonaTuen.

. Kakune nHCTpyMeHTanbHble MCCReaoBanmns MPUMEHSIKOTCS As MOCTaHOBKM AnarHosa AK?

. [epevmcnnTe KNMHMYECKE 1 nabopaTopHble «KpacHble dnark», KOTopble MOMyT
HaTaNKMBaTb KIMMHNLMCTA Ha MbIC/b O HAMYMK aMmnionaosa.

. Mepeuvvcnute KNHNYeECKne, NabopaTopHbIE N MHCTPYMEHTasTbHbIE «KpacHble hna-
M», KOTOPbIE MOMYT HaTaIKMBATb KIMHNLMCTA Ha MbICb O Hannymmn AK

6. OnuwmTte ocobeHHOCTM OXOKI™ KapTuHbl y naumeHTa ¢ AK.

7. Onuwmte ocobeHHocTM MPT KapTuHbl y nauveHTa ¢ AK.

8. Kakosa ponb cumHTUrpadum mmokapaa B gnarHoctike AK? 1 kakoro nmeHHo tiuna AK?

9

;

A~ WD =

(@)}

. JanTe oueHky nabopatopHown amarHoctike AK.
0. KakoBa pofib onpeaeneHns HaTpunypeTn4ecKmX NenTnaoB 1 TPOMOHMHA B AMarHO-
cTuke AK?
11. On1mnTe anropuT™™ avarHoCTUKK AK.

W) V\:7. %N NEYEHUE AMUIOUOHON KAPOVNOMATUU

B neveHnn AK MOXXHO BbIOENUTb OBE CTpaTerin: CUMMTOMAaTUYECKOE NedeHne 1
cneumdmyeckoe neveHne (MpoBeaeHne 60Ne3Hb-MOONMULIMPYIOLLEN Tepanuu), Ha-
npaBfeHHOE Ha NpeKpaLLEHe NN 3aMeaieHne OTIOXEHNS amunionaa.

3.1 CumnTomaTuyeckas Tepanus

[Mpu passutnn seneHnin XCH Heo6xoamM XXECTKUN KOHTPOSb 3a MUTBEBbLIM PEXM-
MOM ¥ rapo6anaHcoM, naumeHTaM HEOOXOANMO PEKOMEHOBATL OrpaHNYeHne nosa-
peHHol conu. [Mpr NOABAEHU OTEYHOIO CUHAPOMA NoKasaHa Tepanvs NeTneBbIMY On-
YPETVKAMW COMNACHO MMEKLLIMMCS pekoMeHaaLmvam no neveHnio XCH. K coxxaneHnto,
aake npu cHpkeHHon ®B K cneumduyHOCTb MBMEHEHW reMOaMHAMUKN TPebyeT
OTMeHbI 6eTa-bnokatopos, VIAMN®/APA/APHW. TpaHcnnaHTauusa cepaua W vuMmnnax-
TVIPYEMble YCTPOVCTBA WUCKYCCTBEHHOMO KPOBOOOPALLEHNS TakxKe UMEKOT Paf Cylle-
CTBEHHbIX OrPaHNHEHM 1 MOTYT PaCcCMaTPUBATLCA B KXKOOM OTAENBHOM Cryyae.

CyLuecTByeT 1 cneumdmKa 1 B Ha3Ha4eHU aHTuapuTMmyeckom tepanun. durbpun-
NAUMA NPEAcePann SBNAETCS YacTbIM OCNOXHEHEM AK, MOCKOMbKY PECTPUKTUBHbIE
HapyLLEeHVs 1 BbICOKOE BHYTPKENYAOHKOBOE AaBflieHVe NPUBOAUT K aunaraumu ne-
BOro Npeacepavs, AaHHble reMOANHAMUYECKME U3MEHEHNSA MOLOEDXKMBAIOTCA U OTNO-
XKEHVEM ammionaa B TKaHW npeacepani. 2Kenyao4koBble HapyLLEeHVA pUTMa Takke
Hepenku y nauveHToB ¢ AK. lNMpenapatom Bbibopa Af1si aHTUAPUTMUYECKOW Tepanum
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SBNSIETCS aMUOAAPOH. Yaep»aHue CMHYcoBOro putma npu Ol npegnovTuTensHO ans
TaKNX MaLMEeHTOB, OAHAKO JNeKTpUYeckas KapAMOBEPCUST COMPSPKEHA C BbICOKNM
PUCKOM OCNOXHEHUNM, @ OaHHble MO KaTeTepHbIM METOAAM JieHeHVs Y NaumeHToB C
aMmnonao3a NPOTUBOPEYMBBI. Takke cneayeT ¢ 0COO0M OCTOPOXHOCTHIO MPUMEHSATL
OUFOKCUH Y naumeHToB ¢ Taxudopmamm ON/TT. PekomeHayeTcsa uMnnaHTaums kapau-
oBepTepa-aedubpunnsaTopa TONMbKO B KA4ECTBE BTOPUYHOM MPOMUNAKTUKK, MPUYEM
MPUMEHEHNE TPAHCBEHO3HOMO KapanoBepTepa-aenbpunaaTopa NpeanoHTuTensHee
MAAaHTaUmMM NOAKOXHOTO.

[Mpy NosABAEHUN HapyLLeHNA NPOBOANMOCTM MNOKA3aHUS K UMMIaHTaUMN SeKTPO-
KapaoCTUMYNATOPA ABNSKOTCS KNACCUHECKMMU. TakKe KNACCUHECKVMIN OCTatOTCA MO-
KagaHnst 1 AN PECUHXPOHU3NPYIOLLIEN Tepanim TOMbKO MPW YCIOBUM BbICOKOTO OXM-
[2eMOoro npoLeHTa CTUMYNSALAN.

® [1p1 BbICOKOM pUCKe — Tepanus COrMacHO PEKOMEHOALMAM

e AHTUKOArynsHTHas Tepanus (AKT) npu dnbpunnsaummn npeacepanii, B HEKOTOPbIX
cnydasax ctout paccMoTpeTb AKT npyi CUHYCOBOM pUTME

e AKT NpoBOaUTCS BHE 3aBUCUMOCTM OT prcka no wkane CHADS-VASC.

[Mpu ATTRwt MOXET pa3BMBaTbCHA a0OPTa/bHbIA CTEHO3, NMPUYEM TaXKenas CTeneHb
CTEHO3a MOXET 3HaYMMO yxy[llaTb MPOrHO3 MauMeHToB. BapuaHToMm npoBefeHWs
OnepaTyBHOIO NeYeHnst B AaHHOM Crlydae CNefyeT paccMaTpuBaTb TpaHCKaTeTEpHOe
NpOTE3VPOBaHNE aopTalIbHOrO KnarnaHa. BmecTe ¢ Tem cnefdyeT yymTbiBaTb, YTO CO-
yeTaHve ATTR amunonaosa v aopTasibHOMO CTEHO3a 3HAYUTENBHO YBENMYMBAET PUCK
pa3BUTVIA aTPUOBEHTPUKYNSPHOM 6riokabl, Tpebytollen nMnnanHTaumm SKC.

3.2 bonesHb-moguduLMpyoLWwaa Tepanus

[aHHbI BUA, Tepaninm 3aBUCUT OT TUMa aMUionao3a, UMeHHO NO3TOMY KpamHe Bavk-
HO He MPOCTO NMOCTaBUTb AMarHo3 aMmnnoMao3a, Ho 1 MPOBECTU €ro TUMMPOBAHNE.

AL-amunongos

JNeverHne AL-ammnongosa — 3agada MyasTUOMCUMMNHAPHON 6puragon Bo rnase ¢
remMaTosIoroOM-OHKOMOrOM. JleveHne Takoro naumeHTa AO/MKHO MPOXoauTb B crieuma-
NIN3MPOBAHHOM reMaToNorM4eckom ctaumoHape. OCHOBHOM nevenns AL-ammnonaosa
ABNAETCA SMVMUHALMSA aMUTOUAOMEHHOrO KIoHa MIasMaTu4eCcKnX KNEeTOK KOCTHOMO
Mogra. [locne OOCTVXKEHWUST reMaToNorM4eCkon pPeMUCCUM NPOBOOAT MPOTVBOPELM-
[OVBHOE NeqeHVie B TeHeHMe He MeHee 12 MecsLeB. Tepanver NepBO NHNM ABAAKOTCA
KOMOUHMPOBAaHHbIE CXeEMbl Ha OCHOBE BOPTE30MMOA, HaNMPUMEP, TPEXKOMMOHEHTHASA
cxema: 6optesomMnd 1,3 Mr/M 2 BHYTPUBEHHO WA NOAKOXHO (1, 5, 8 1 11-n gHW Lmkna),
mendanaH 0,15 Mr/kr BHyTPb (C 1-ro No 4-11 aeHb) 1 aekcameTadoH 20 Mr/cyT BHYTPb
(1, 5, 8 m 11-n gHY). He meHee adhhekTVBHA Cxema Tepanum MendanaHom (BHyTpb
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0,15 Mr/kr ¢ 1-ro no 4-n aeHb) 1 AekcamMeTa3oHOM (BHYTPb 20 Mr/cyT B oHu 1-4, 9-12 1
17-21) kaxxaple 4-6 Hepenb. Y TshkenbiX 60MbHbIX C AEKOMMNEHCUMPOBAHHOM CepaeHHON
HEOOCTAaTOMHOCTBIO MOXKET MPUMEHATLCS CxemMa Tepanun MendanaHom (BHyTpb 0,15
MI/Kr ¢ 1-ro no 4- gHn) u npeaHn3onoHom (0,8 MI/kr ¢ 1-ro no 7- aeHb). Kapanonor
OOSKEH OCYLLECTBAATL KAPAMONOMMYECKUIA KOHTPOSb BO BPEMST MPOBEAEHNSA XUMMO-
Tepanmn.

AA-amunnono3s

Llenbto Tepanum AA-amnnonaosa sBAseTcs NogasneHne NpoaykLumm benka-npeatle-
CTBeHHMKa SAA. OTO OOCTUraeTcst MyTeM NIEYEHMST OCHOBHOIMO 3ab0seBaHnsl, HasHa-
YeHneM NPOTUBOBOCMANUTENBbHBIX CPEACTB. STO MNO3BONSET YMEHbBLLIUTL KINHUYECKNE
NPOSIBNEHNS 1 NPEeAOTBPAaTUTb MPOrPECCHPOBaHNE 3aboneBanns. Kputepmem athdek-
TUBHOCTW SABASIETCS HOpMaM3aumsi MapKepoB BOCMaNEHNS.

Cneupndumyeckas NpoTMBOBOCHANUTENBHAA N MMYHOCYNPECCHBHASA Tepanvs 3asu-
CUT OT OCHOBHOW NpUynHbI 3a6oseBanust. CyLLECTBYHOT pasnnyHble CXeMbl MpUemMa WH-
rmountopoB PHO-a, nHrmbuTopos UJ1-6, konxuumHa, MMyHHOCYNPECCOPOB.

ATTR-amunongos

[NosiBMBLUMECH B HACTOSILLIEE BPEMSA HOBblE TEPANEBTUHECKNE BOSMOXHOCTA MOTYT
KapayHanbHO W3MeHUTb cyapby nauveHTa. bonesHb—moauduumpytoLas Tepanns
[OMmKHa ObITb HaYaTa Ha PaHHUX CTaansAX PadBUTUS HEBPOMOMMHECKMX U KapaMonorj-
YECKMX MPOSABIEHNIA MOCKOMbKY Ha OAaHHOW CTafumM OHa MakCUManbHO 3ddeKTrBHA.
OTOT BUA Tepanun NPUBOANT K YMEHbLUEHUIO MYTUPOBAaBLUEro (TpaHCchaaHTaums ne-
YeHu) 1 OBLLEro TPaHCTUPETNHA (FEHETUYECKME CaliNIEHCEPbI: NaTUCupaH, MHOTEPCEH,
ByTpUcupaH, TTR-LRX) nnn ctabunmavpyet umMpKyampyLLMe MOneKybl TpaHCTUPETUHA
(cTabunuaatopsl: Tadbamnanc, audnyHncan, akopamuanc), NpeaoTepaLlas Ux Aucco-
Laumio nan pacLuenneHne Ha aMunovaoreHHsle parMeHTbl. BonbLUMHCTBO Npenapa-
TOB B HacCTosLLEee BpeMs NMPOXOAAT CTaauiO KIMHNYECKNX UCTbITaHWn. Kpome Toro, B
HacToslLLee BpeMsl BEAETCS Hay4Has paboTa Mo Co3[AaHWNI0 BELLECTB, AENCTBUE KOTO-
PbIX HaNPaBneHo Ha yaaneHre amunonaHbix hubpunn. B 6nvxaiiilee Bpems B Hallei
CcTpaHe OyAeT BO3MOXHO MPUMEHeHVe MnpenapaTta TadamMuamnc, KOTopbi SABASETCH
CTabunnsaTopoM TpaHCcTUpeTMHa. Brepsble Tadhammanc B 0ose 20 Mr 6bi MpUMEHEH
ONs nedenHvs nofivHerponatun y naumeHToB ¢ ATTR-amunovgosomM. B gansHenwem
STOT NpenapaTt cTan NPUMEHATLCS Y naumeHToB ¢ AK, ooHako [o3a npeffaraemMas K
NPUMEHeHMIO Bbille — 80 Mr (akBMBaneHTHO 61 Mr). HasHaveHve Tadammanca MoXeT
ObITb PACCMOTPEHO Y NaUMEHTOB Kak C HacneacTBeHHbIM TUNoM ATTRY, Tak U C «OVKUM
TnomM» ATTRwt, HO CO 3HaUYUTENBHOM OXKNOAEMOWN NPOAOSKNTENBHOCTLIO XXN3HM. BO3-
MOXXHOCTW K MPUMEHEHWNIO MEHETUHECKINX CaneHCepoB (MaTtucupaH MM MHOTEPCEH),
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MPUMEHSIEMbIX TOMBKO MPUY padeuTum codeTanns ATTRv nonvHenponatm n kapamuona-
TUK, B HALLIE CTpaHe B HACTOSILLEE BPEMS HET.

KoOHTponbHble BOMPOChI U 3agaHusA

. Kakne ctparerum cyluecTBytoT B neveHnn AK?

. Hante noHATMe 60ne3Hb-MOaNMNLMPYHOLLIAA Tepanis.

. Kakne ocobeHHOoCTU cumnTomMaTndeckon tTepanmm AK?

. OnuwnTte 6one3Hb —~MOANMULIMPYIOLLYIO Tepanunio AL ammnnongosa.

. OnuwinTte 6onesHb —MoannLMpyoLLLYtO Tepanuio ATTR ammnnongosa.

. Onuwinte 6one3Hb —~MOANMULIMPYIOLLLYIO Tepanunio AA ammunongosa.

. HasoBute npenapatbl nprmMeHsieMble anst cneumdmnyieckoro nedenms ATTR ammno-
1nO03a, Kakasi CyLLEeCTBYET pasHuLa B aHHOM Buae Tepanun y naumeHtos ATTRv n
ATTRwt.

~N o Ok~ 0N =

/- \:7.X'" AUCNAHCEPHOE HABMIOAEHUE 3A NALMEHTA-
MU C AMUNTONAHON KAPAUOMUONATUEN

[uarHocTvka ammnonaosa, ero fedeHne 1 gasnbHerlee OMHaMmM4eckoe Habnoae-
HVe SIBNSIETCS CNOXHOW 3afadeit, TpebytoLLel B3aMMOeCTBIS MexXy creupanmncTa-
MW pa3HbIX crieumanbHOCTEN (KapAmoioroB, remMaTofioroB, HEBPOJIOroB, He(POJIOroB).
CylecTByeT 06bEKTVBHASA CIOXKHOCTb B MPOBEAEHMN BbICOKOTEXHONOMYHbBIX AMarHo-
CTUYECKMX UCCNEefoBaHNUN TakX Kak BUOMNCKsl, MacC-CneKTPOMETPUS, UMMYHOMMCTO-
XUMmmHeckuni aHanma. CnefosaTeflbHO Haulydllern cTpaTerven neveHrs naumyeHToB ¢
amMUIoONa030M SBMSETCS «BeepHast MOAENb» UM MOAE/b CETV CNeumanmncToB 1 LieH-
TpoB, 06nafatoLLMX TEMU AN UHBIMW AUArHOCTUHECKMY BO3MOXHOCTSAMU.

C uenbto anHammyeckoro HabntogeHus nposoaat KT, SKI-XM, OxoKI, naumeHTbl
3aMOHAOT OMPOCHWKN Ka4eCTBa >KMU3HM, MPOXOAAT TECT B6-MVH X0ab0bl, KPOMe TOro
KpOMe CTaHAapTHbIX aHaNM30B KPOBM M MO4M, NpoBoauTcsa aHanma Ha NT-pro-BNP,
TPOMOHMHA.

[ns 6eCCUMMTOMHbIX NaUWMEHTOB, HOCUTENEN MyTaLlW B reHe TPaHCTUPETMHA Takxe
npegycMoTpeH rpaduk NpoBedeHNst AncnaHcepHbix MeponpuaTui. Cxema Habmoge-
HVA NpeacTasneHa B Tabnumue.

[ncnaHcepHoe HabnoaeHe NPOBOANTCA C LIebio MOHUTOPWHIA MpOrpeccupoBa-
HVA 3a601eBaHVIs.

Mpn AL-aMnnono3e BO3MOXXHO KOHTPONMPOBATb aMUIOMAOrEHES, N3MEepsist KOH-
LieHTpaumio cBo60aHbIX NErkunX Liener B KpoBK, a 'y naumeHToB ¢ ATTR aMmnonao3om
BO3MOXXHO M3MEpPEHNE KOHLIEHTpaummn B nnasMe TpaHCTUPeTUHa, 4To 6onee npobne-
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MaTU4YHO B YCNOBUSAX KIIMHUHYECKOW MPaKTVKL. TeM HE MEeHeE, CbIBOPOTOYHbIA TPAHCTU-
PETUH MOXKET MPUMEHSTLCA C LIENbIO ONPeasneHnst MporHoaa y naumeHtos AK reHesa
ATTRwt.

[Mpn ATTR amnnovaose npennaraeTcs OLeHNBaTh CNeaytoLLIMe nokasartenn no rpyn-
nam, KOTOpble MOMOIYT BbIIBUTb MPOrpeccupoBaHie 3ab0neBaHus:

1. KnuHnyeckmne n (hyHKYNOHanbHbie NPosiBIeHUA
e YacToTa rocnntanulauuin, cesasaHHas ¢ XCH

o OK XCH

e KayecTBO »KM3HM

° DU3MHECKas aKTUBHOCTb

2. Buomapkepbl U nabopaTopHbie MapKepbl:
e NT-proBNP

® TPOMOHWH

e MeToapl CTaanpoBaHvis

3. Busyanusupyrowmue MeToanKm
® OxoKI

e OKI™ n OKI-XM

e MPT cepgua (T1-kapTrpoBaHme)

e CUMHTMrpadus

YCTaHOBNEHO, YTO yXyALWEHMe NO OOHOMY U3 NMEPEeYUCIEHHbIX MPU3HAKOB He ABNS-
eTCs [OCTaTOuHbIM AN151 YCTaHOBAEHWS NPOrpeccnpoBaHns 3abonesanns. Kak MuHn-
MyM, yXyAOLLEeHVEe MO OQHOMY MPU3HAaKY B KaXKOOW 13 Tpex rpynn TpedyeTcs AN noa-
TBEPXKAEHWS NMPOrPeCcCHpoBaHs 3a00eBaHs.

K kputepusam nporpeccrposanna ATTR AK:

1. KnuHnyeckne u (hyHKYMOHaNbHbIE€ KPUTEPUHN

® YBenmyeHne 4acToTbl rocnMTanaaumii no nosody XCH B BMecsyHbIN nepuon,

e YBenuyeHne PK XCH B 6-11 MecsyHbI nepuop,

e YxynlleHve kadecTBa »M3HWU (KaH3acckuii onpocHVK 5-10 6annos/OnpocHVK no
3p0poBblo EQ-5D 10%) B 6-12MecsuHbIn nepurop,

e CH/KEHME TONEPAHTHOCTM K (OU3NYECKMM Harpy3kam (YMeHbLLEHWE PacCTOSIHUS Ha
30-40 MeTpoB No AaHHbIM BMTX kaxxaple 6 MecsLIEB)

2. Buomapkepbl u naboparopHbie MapKepbl:
e YBenuyeHue Ha 30% yposHst NT-proBNP (=300 nr/mn)
e YBenuyeHue Ha 30% ypOBHSI TDOMOHMHA
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Mpu oueHke yposHSA TponoHuHa 1 NT-proBNP crneayeT yunTbiBaTh KOMOPOWAHOCTL Na-
LIMEHTOB 1 B MEPBYHO 04ePEdb MOHEUHYH DYHKLMIO, HTO MOXET UCKaxKaTb Pe3ynbTar.

3. Busyanusupyrowjme MeToanKu

e YBennyeHne TONWMHbI CTeHOK JIXK Ha 2 MM, yxyAlleHne cTeneHn OMacTONMHECKOm
ancyHKLMN, yMeHbLLeHne OB JTXK >5%, ymeHblLuenne =5 mn YO, yBenndervie >1%
GLS)

* MannecTaumsa HapyLIEHW MPOBOANMOCTM cepaLia

CnenyeT NOMHUTb, YTO MPOrPecCUpPoBaHNE 3ab0NEBaHNS He ABAAETCA NPUYNHON AN
OTMEHbI 60ME3HB-MOANMDULMPYIOLLEN Tepanmn.
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SAK/NTHOHEHUE

AmMnnonao3 cepaua SBSETCH YPE3BbIHANHO akTyanbHOW NMPO6NeMor COBPEMEH-
HOMO POCCUINCKOrO 3apaBooxpaHeHns. CnoXxHasa aMarHOCTVKa W KparHe Hebnaronpu-
SATHBIN NPOrHO3 B Clly4ae OTCYTCTBUSA CreumndUHECKOro nedeHns Tpedyet pa3paboTkim
HYETKMX KPUTEPUEB ANArHOCTUKM 1 NNIEYeHNss [aHHOro 3ab0neBaHus.

KrnoyeBbIMY (hakTopamuy yCReLHOCTY AalbHENLLEro NeYeHns ABNSAKOTCS PaHHAS On-
arHOCTMKa aMUNOVAHON KapanoMmuonaTum 1 onpefeneHne Tuna 6enka-npeaecTseH-
H1Ka ammnonaa. Vicnonb3oBaHWe HeWHBa3WBHOW cTpaTerun B anarHoctuke AK CHM-
>KaeT HeobxoOMMOCTb B MPOBEOEHWUM NHBA3VBHbBIX Y AOPOrOCTOALLMX NPOLEayp, TeM
CaMbIM COKpaLLL@eT BPeEMSA MyTW OT NEPBUYHOIO 06paLLeHs naumeHTa 40 NOCTaHOBKM
NpaBWUIbHO AnarHo3a. 3TO NPUHLMMNANIBHO BaXXKHO, MOCKONbKY 3MEKTVBHOCTL CreLL-
nhryeckon Tepanun Bblle Ha paHHMX CTaausix 3aboneBaHyist.

YunTbiBagd TOT (PaKT, YTO OUArHOCTUHECKM 1 AndepeHLmanibHO-aUarHOCTUHECKIN
MouCK TPebyOT BbICOKOM KBaNMVKaLMN SKCMEPTOB pasfyHbIxX cneuvansHOCTen, ans
pelleHnst JaHHOro Bonpoca B 3apybexkHbIX CTpaHax Co3faHbl Tak HasbliBaeMble LieH-
Tpbl amunonaosa. B 6onbLUMHCTBE criydaeB OHW pacnosaratoTcs Ha 6ase yHMBepCK-
TETCKMX BONBHULL 1 OPraHM30BaHb! MO MPOEKTHOMY TUMY (MOAKMOYEHWe CneLvanncToB
no 3anpocy). OCHOBHbIM KPUTEPUEM YCMELIHOCTU NpoBeaeHUs nedebHo-anarHoCTu-
YEeCKMX MeponpUSATU SBNSIETCA C OAHOM CTOPOHbI HACTOPOXEHHOCTb CreLmanicToB
NMepBUYHOMO 3BEHa, a C APYyrov — MOTOK MaLMeHTOB, Y KOTOPbLIX y>Ke NpoBeaeHb! nepsblie
aTanbl 06¢cneaoBaHMs Ha BO3MOXXHOE Hanmnye aMmnnonaosa cepada.

B utoHe 2021 r Ha 6a3e OIBY «HMUIL| kapanonoruv» MuHagpasa Poccum co3paH
nepBbi B HALLIE CTpaHe SKCMepTHbIM LeHTP No aMunonaody cepdua. B ero gestens-
HOCTV NPUHMMALOT y4acTue COTPYAHMKM CNEAYIOLLVX CTRYKTYPHbIX NoapasaeneHuin: oT-
nen 3aboneBaHuin M1Mokapaa 1 cepaeyHon HeJOCTaTOYHOCTW, OTAEN YNLTPa3BYKOBbIX
METOMOB UCCNeaoBaHns, oTaen ToMmorpadum, oTaen PaauoHyKNMAHOM ANarHOCTUKM U
MO3UTPOHHO-3MUCCUOHHOM ToMOorpadunn, OTAeN HelporyMmopanbHbIX M MMYHOOr -
YecKMX MCCNeaoBaHui, naTonoroaHaToOMUYecKoe OTAeNeHne, OTAen peHTreHaHOoBa-
CKYNSAPHbIX METOA0B AMAarHOCTVKM U NIeYeHWst, OTAEN CepAeHHO-COCYANCTON XMPYPrin.

OcHOBHbIMI 3aa4amu LeHTpa SBMSOTCS: OkasaHve crneuviann3upoBaHHON, 3a 1c-
KItOYEHMEM BbICOKOTEXHOMOMMHHOWM, MEOMLIMHCKOW MOMOLLIM NauueHTam ¢ TpaHcTUpe-
TUHOBOW aMUIONOHOV KapavoMuonaTtier, nposedeHne anddepeHumvansHom amarHo-
CTUKW pasnnyHbIX hopM ammnionaosa cepaLa C BoisBrneHnem benka-npeaLecTseHHnKa
amunonda, NpoBeaeHNe TeNeEMEaNLIMHCKMX KOHCYTaUMi naumeHToB ¢ Noao3peHremM
Ha aMnnonao3 cepaua, NPoBedeHVe HayYHbIX MCCNeaoBaHUi Mo BOMpocam auarHo-
CTUKI 1 andbdpepeHumansHON AMarHOCTUK aMnnonaosa cepata.

3aga4m 1 OYHKLMM SKCMIEPTHOMO LIEHTPA BbITEKAIOT M3 MMEIOLLIErOCs B HAcTosILLee
BpemMs hakTa Toro, 4To feveHne AL-ammnonaosa NPoBOAUTCS MPAKTUYECKM IKBUBA-
JIEHTHO CXemaM BbICOKOAO30BOW XMMMOTEPanun nMna3mMakeTOYHbIX ANCKPas3ui 1 Kak
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C KIMHNYECKOW, TaK 1 C aAMUHUCTPATUBHO-(MHAHCOBOW TOYEK 3PEHVSA 3TU MaLMEHTbI
(OaKe ¢ MPerMyLLECTBEHHO KapAMOAOrM4eCKON CUMMTOMATUKON) akKyMyIMpPYyKOTCA B
YUPEXOEHNSAX, OKa3bIBAIOLLMX MOMOLLb MO HANPaBAEHWIO «reMaTosoris».

[MauneHTbl >xe ¢ NobbiMK hopMamy TPaHCTUPETUHOBOrO aMuionao3a MoryT t
[OSMKHBI NoNyYaTb Ne4ebHO-aMarHOCTUHECKYO MOMOLLb B YYPEXAEHVISIX Kapamonor-
4YeCcKOro Npons.

IMEHHO MOSTOMY OfIHMM M3 OCHOBHbIX M PeLLatoLLX hakTOPOB YCMELLHOCTN Te-
panuu ammnnonaosa cepala SBnseTcst npaBusbHbIN OTOOP 1 COPTUPOBKA NMaUMEHTOB C
pasnM4HbIMK (hopMamMn amunionaosa cepaLa,

B npunoxeHunsix 1-3 o6beanHeHbl KIMHUYECKME 1 ANArHOCTUHECKIE MPU3HAKMK, Mo-
3BOMSIOLLME COCTABUTb EAMHYIO KapTUHY O BOSMOXXHOCTYW Hanyms y nauveHTa amu-
nounaosa cepaua v LenecoobpasHoCTV ero HanpasBieHVst B SKCMEPTHbIN LEHTP ANs
npoBefeHnst yriybneHHoro obcnefoBaHNs 1 HazHaveHVst CneumduYecKoro feveHus.
HanpaeneHne B aKCnepTHbIM LIEHTP No amunonaosy cepaua npu ®IreY «HMKIL, kapan-
onoruv» MnHagpasa Poccum BO3MOXKHO TOSbKO B Cilydae MONOXNTENBHOMO OTBETa Ha
BCe MyHKTb! Yek-nmcTa (MpunoxxkeHune 3). [Npr BOZHMKHOBEHWN KakUX-NNGO CNOXHOCTEN
NN HEACHOCTU UMEIOLLIMXCS AaHHbIX MPOBOAUTCH TenemMeauLMHCKast KOHCysTaums ¢
nocneayroLLMM peLLEeHeM BOMpoca 0 BO3MOXXHOCTW FOCMUTanM3aummy naupeHTa B 3Kc-
NepTHbIN LEeHTP.

KoHTposbHblE BOMPOCH! 1 TECTOBbIE 3aaHNsi, CCDOPMYNPOBAHHbIE MO KaXXAOMY 13
pasfenoB y4ebHOro Mocobust, OTPaXKAIOT KIKOHEBbIE MOOXKEHNS JAaHHOW TEMbI U CMo-
COOCTBYIOT He TOMbKO 3aKpeneHnio MPOAEHHOrO MaTepuana, HO 1 NpeacTaBneHnin
06 obcyxaaembIx B MOCOOUM NaTONOMMHECKIX MPOoLIeCCax.

JlydLemy yCBOEHMIO MaTepurana CrnocobCTBYOT NpeAcTaBieHHble B MOcobum Tabnm-
Libl VI PUCYHKN.

ABTOPbI HAaZEOTCs, YTO MPeACTaBNeHHOEe BalleMy BHUMaHWIO Mocobue CcoaepXuT
HOBbIE 1 MOME3HbIE CBEAEHUSA NSt LUMPOKOrO Kpyra NpakTUYecKrx Bpaden, opamHaTo-
OB, acnpPaHTOB 1 CTYAEHTOB MEAMNLIMHCKIMX BY30B.
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TECTOBbIE 3ALAHUSA
NHCTPYKUVIA: BbIGEpUTE MPaBUIbHbIN OTBET:

1. HazoBuTe cneundumnyeckoe CBOMNCTBO amunounga.

A. CnocoBHOCTb HakanMBaTbCs B TKaHAX OpraHoB.

B. CnocoBHOCTb K OBOVMHOMY JyHENPENOMIAEHNIO, ANXPOUSM.

B. HepacTtBopumocTs hnbpunsbl.

. CnocoBHOCTL CBA3bIBATLCHA CO CNELMMUHECKMUN PELIENTOPaMMU.

2. OCHOBHbIM 3TUONOrMYECKUM hakTopoM pasBuTtus AL-amunongosa ABNAETCA:

A. DopMMpOBaHVE HACNEOYEMOrO MyTaHTHOIO reHa.

B. CuHTe3 ocTpohasHbix 6e1KOB B 3HAYMTENBHBIX KOIMYECTBAxX B OTBET Ha BOCMNa-
NeHve.

B. HapyLueHme crHTEe3a TPaHCTUPETMHA NEYEHDBIO.

. dopmmpoBaHre aHOMATBHOMO KJIOHA MAa3MaTNYeCKNX KIETOK, CUHTE3UPYHOLLIMX
aHOMaJTbHbIE UMMYHOIOBYNHBI

3. OcHOBHbIM aTMONOrn4ecKknm haktopom passutus ATTRwt sansercs:

A. DopMMpOBaHVE HACNEQYEMOrO MyTaHTHOIO reHa.

B. CuHTe3 ocTpohasHbix 6eIKOB B 3HAYMTENBHBIX KOMYECTBAX B OTBET Ha BOCMNa-
NeHve.

B. HapylLueHre crHTEe3a TPaHCTUPETMHA MEYEHDBIO.

. dopmmpoBaHre aHOMaNTBHOMO KJIOHa MNa3MaTN4eCKNX KINETOK, CUHTE3UPYHOLLIMX
aHOMaJTbHblEe UMMYHOIOBYNHBI

4. K ceppe4HbIM NPOSBAEHNSIM amuiionao3a He OTHOCAT:
A. Oppllika

B. Nepebon B paboTte cepaua

B. OTekM HKHUX KOHEYHOCTEN

I. Bonb 3a rpyavHoi, B obnactu cepaua

. CvHKonanbHble COCTOSIHNSA

5. HazoBuTte npusHaky, Npu Hann4mm KOTopbiX HEO6XO4MMO 3anofo3puTb Ha-
Jinyne amunongHon Kapguomuonartum

A. YTonueHre Mmrokapga >12 MM MO OaHHbIM axokapavorpadum npy OTCyTCTBUM
aHamMHe3a apTepuanibHON TMNEPTOHUA, MMNEPTPOMUHECKON KapANOMMONATUM U NHBIX
NPUYNH

B. Ctoikoe noBbilLeHve KoHUeHTpaummn NT-proBNP, TponoHHOB
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B. H13kuin BonbTayk KOMMIEKcoB No AaHHbIM SKIT

I". CKNOHHOCTb K MMMNOTOHWN MPW paHee CyLLIECTBOBABLLEN MMMEPTOHUM U HOPMO-
TOHUN

. Bce BbilLenepeyncnerHble

6. K MeTogam MHBa3MBHOWN OUArHOCTUMKU aMUIOUOHOW KapauomMumonaTum OTHO-
cutcs:

A. SHooMrokapanansHasa 6ruoncust.

B. KopoHapoaHruorpapus.

B. CumHTurpaduns mmokapaa.

. MarHUTHO-pe3oHaHcHas Tomorpadus.

[. Oxokapanorpadus.

7. Bblbepute MeTon MccnepoBaHusi, MNO3BOAAKOWMIA MNOATBEPOUTbL AMArHo3
TPaHCTUPETUHOBOIO aMUIONA03a, HacNeACTBEHHYIO hopMmy.

A. CunHTUrpadua mrokapaa.

B. leHeTr4eckoe nccnegoBaHve.

B. SnekTpodopes 6enkoB ¢ MMMyHOMUKCALIMEN ChIBOPOTKN KPOBU 11 MOYN.

I". SHOooMroKapananbHasa Groncus.

A. VIMMyHOSNEKTPOHHAA MUKPOCKOMUS.

8. MaumeHT 50 net ¢ xanob6amm Ha ofAbilKy, OLICTPYIO YTOMASAEMOCTb, OTEKMN
HWKHUX KOHEYHOCTEN OO0 KONEeH C 06eux CTopoH. MNpu ayckynbtauum nerknx —
BIlaXKHble XpUnbl B HWKHUX oTaenax nerkux. Al 80/50 mm pt cT1, HCC 75 ya/mMuH.
Mo AaHHbIM MHCTPYMEHTasIbHBIX UCCefoBaHNi AnarHoCTUpoBaHa amuiongHasi
Kapgauomuonartus ¢ passutnem asneHunin XCH. Hasosute rpynny nnm rpynnbl npe-
napartoB, MPUMEHsSIEMbIE O/ CUMMTOMAaTUYECKOW Tepanuu.

A. [etneBble ONypeTUKM

B. nAN®/APA/APHW, 6eTa-6nokatopbl, NeTneBble ANYPETUKN

B. nAN®/APA/APHW, neTneBble AnypeTuKn

. nAMN®/APA/APHI, 6eTa-6nokatopbl

A. Crabunusatop Monekyn TpaHCTUPETUHA.

9. C KakoW Lenbio NpoBOAUTCA TUNMPOBaHMe amunongosa?

A. CO0p CTaTUCTMHECKMX AaHHbIX.

B. HeobxogyMocTy B TUNMPOBaHWM ammnionaosa Her.

B. HasHa4eHne coOTBETCTBYIOLLEN TWMNY aMUIoNa03a CXeMbl Tepanmm.
I". KnnHmyecknin nHTepec.

A. o »xenanuio naupeHTa.
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10. Tepanus AL-amnnongosa npoBOOUTCA:

A. AMBynaTtopHO B NONVKIUHUKE.

B. Bpauom-kapanonorom B KapamonornieckomM CTaumoHape.

B. [eMaTonoromM-oHKONOroM B KapAnoa0rM4eCKOM CTaumoHape.

. B pomaluHmx ycnosusix.

4. MynstnancupnnnHapHon 6purafion BO rmaBe C reMaToioroM-OHKOIOMOM B rema-
TOMOMMHECKOM CTaLMOHape.

11. OcHoBoli Tepanuun AL-amunongo3sa ABnsieTcs:

A. Xummrotepanus.

B. Tepanus nAr®/APA/APHI, 6eTa-6nokartopamu, NeTNEBbIMN ONYyPETUKAMN.

B. VIMmyHOCYynpeccrBHas 1 NpOTUBOBOCMHAINTENbHAS Tepanusi.

. Tepanva ctabunusaTopamm MONEKY TPAHCTUPETUHA.

A. He cyliectByeT athheKTUBHOM CXEMbl Tepanun, NO3BOASIOLLEN 3aMeaIUTb NpPo-
rpeccupoBaHne 3abosieBaHms.

12. B ka4yectBe Tepanun ATTR-amunongosa B Poccuinckon ®egepauum npume-
HAeTCs:

A. Xummrotepanus.

B. Tepanusa AMN®/APA/APHI, 6eTa-6nokatopamu, NeTneBbIMM ANYPETUKAMM.

B. IMmyHOCynpeccrBHas 1 MpOTUBOBOCTANIMTENBHASA Tepanms.

I. Tepanvst ctabunmsaTopamm MOJEKyY TPaHCTUPETUHA.

A. He cyliectByeT a(hheKTUBHOM CXeMbl Tepanun, NO3BOASIOLLEN 3aMeaIUTb Npo-
rpeccupoBaHue 3aboeBaHns.

13. [o3a Tachammgnca, npumeHsiemas y nauneHToB ¢ TPAHCTUPETUHOBOW aMn-
JNoMagHON KapgnomuonaTtmnen.

A.5wr

B. 20 mr.

B. 100 mr.

. 1000 wmr.

A. 80 Mr (akBMBaneHTHO 61 Mr).

14. Ona nopTBepXOeHus puarHosa amuniounpgosa Haubonee 3ddekTuBHaA
6uoncus:

A. CnnancTon 060n04KM NMPSMON KULLIKW.

B. MNouykn.

B. NopaxxeHHOro opranHa.

I". CntoHHbIX >xenesa ryo.

A. INOAKOXKHO-KNPOBOW KNETHATKM.
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15. PekomeHOoBaHO NpoBedeHne 3HAOMUoOKapananbHon 6uoncun B cnegyto-
em cny4vae:

A. Mpu oTprlaTensHOM pesynstate CUMHTUrpadun 1 OTCYTCTBUN aHOMasTbHbIX MO-
HOKJIOHasIbHbIX aHTUTEN U NpK 0B0KA0NONOKUTENBHBIX Pe3yfsTaTax STUX UCCNeno-
BaHN

B. Y kaxporo nauveHTta HeobXxoauMmo paccMaTpriBaTb BO3MOXHOCTb MPOBEAEHNS
3HOOMMOKapAVaSIbHOM BUOMNCUK, BHE 3aBUCKMMOCTU OT NPOBEAEHHBIX MCCNEA0BaHWI

B. MNpu nonoxumTensHoOM pesynsraTte CUMHTUrpadun 1 Npu OTCYTCTBUM aHOMaSTbHbBIX
VMIMMYHOTIO0YMHOB.

I. Mpw oTpuLaTENBHOM pe3ynsTaTe CUMHTUMPadUM 1 NpY HAMHAM aHOMabHbIX M-
MYHOrNOBYNNHOB.

A. Hn ognH n3 nepeydncneHHbIX BapuaHToB.

16. K rpynne reHeTu4ecknx camnsieHcepoB OTHOCUTCS:
A. MendanaH.

B. MaTtncupan.

B. BopTezamnd.

. dncbnyHwcan.

A. Tacbamngunc.

17. K KnuHu4eckmM 1 hyHKLMOHAJIbHbIM KPUTEPUSIM MPOrpeccMpoBaHns amm-
JNloaHON KapanoMmonaTum OTHOCATCS:

A. ManndecTtaumsa HapyLLeHnn NPpoBOAUMOCTI cepaLia.

B. YMeHblUeHVe nNpoxoaMMOoro pacctosHnsa Ha 50 METPOB MO pedynsrataMm TecTa
LIECTUMUHYTHOM XOAbObI B LLECTUMECSYHbIN NEpUo,

B. YmeHblueHre OB JTK Ha 5% 1 6onee.

I". YxyauieHve obLLero camMoyyBCTBUS.

. YeenuyeHne koHueHTpaumm NT-proBNP Ha 30% v 6onee.

18. Kakue Bu3yanusnpyoLe MeToabl UCCRefoBaHns MOryT MPUMEHSITLCA ANA
OucnaHcepHoro HabnaeHns nauyeHTa ¢ aMunonaHon KapanommonaTmen?

A. SnekTpokapanorpadusi.

B. Sxokapavorpadus

B. CuyHTurpadus.

I". Bce nepeuncnenHble.

A. MarH1THO-pe3oHaHcHast Tomorpadus.
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AMUIIONA03
CEPALIA @
MuHVCTEPCTBO 3apaBooxpaHeHns Poccuiickon deaepaumm

MPUJTO>KEHMUE 1. OcHoBHble knuHnYeckne NposiBieHns;, BbisblBatoLLye

noao3peHmne Ha Hanu4dme onpepesieHHoro sapuaHTa amunonagosa cepgua

Opplllka, OTEKW, Taxvkapausl, YTOMIISIEMOCTb (MpU3HaKK
XCH), pedpakTepHble K CTaHOApPTHOW apMakoTepanim

CeppoeyHo- (AL, ATTRwt, ATTRV)
cocyoucras AopTasibHbI CTEHO3, OCOBEHHO HU3KUIA FrPaaMeEHT npu low-
cuctema flow BapuaHTe (ATTRwt)

[paBoxxenynoykoBasd HegoOCTaTOHHOCTb (AL)
HapyLueHns npoBogumocTy cepaua (ATTRwt)

[BYCTOPOHHWA CKMHOPOM 3anscTHOro kKaHana (ATTRwi,

ATTRV)
HepBHas CTEHO3 MOSACHNYHOrO OTAena MoO3BOHOYHMKA (AT TRwt,
cuctema ATTRv)

Meputepurdeckas nonnHerponatus (AL, ATTRv)
OptocTtatuyeckas rmnoteHsus (AL, ATTRv)

[MpotenHypus (AL)
[To4kun [NoyevHas HepgocTaTo4HOCTb (AL)

[NoTeps Beca (AL)
TolwHoTa/paHHee HacbliweHne (AL)
Hnapes/3anop (AL)

2KenynoyHo-
KULLEYHbBIV TPaKT

Hpyrve

CnoHTaHHbIN padpbiB buuenca (ATTRwt, ATTRv)
MPOSIBEHNS



OrbY «HaumoHanbHbI MEQULMHCKNIA UCCNEA0BATENBCKU LIEHTP Kapavonorims»

MPUJTIOXKEHMUE 2. OcHoBHble pesynkTaThbl CCNeA0BaHWIA, Bbi3blBatoLLye

noAo3peHNe Ha Hanuune amuwionposa ceppua (He cnoco6Hbl onpeaenuTb 6e-
JIOK-TNPEALLIECTBEHHNK)

OKI

OxoKI™

MPT

JabopatopHble
MeTozb!
1ccnenoBaHus

Huskuin Bonstaxx komnnekcoB QRS (0TBegeHnst OT KoHeu-
HoCcTeln)

[lceBOOVHaPKTHbIE N3MEHEHMIS

YTOnNWEeHNe CTeHOK Mo daHHbIM OXOKI™ + HN3KUA BONBTaXK
komrnekcoB QRS

KOHLUEHTPpUYECKOE YTONLLEHNE CTEHOK JTXK

YTonueHne cteHok MK

BbInoT B nepukapae

CoxpaHHas npofosbHas AedopmMaums BepXyLLUEYHbIX Cer-
MeHTOB (“apical sparing”)

OncbdpysHoe cybsHOokapananbHOE MO3OHEE KOHTPACTHOe
ycunexme

YanvHeHne Bpemenn T1-penakcaumm

YBenmyeHune pakumm akCTpaLentonsgpHoro obbema

BbIcokui, nHorga SKCTpemMasibHO BbICOKUIA YPOBEHb MO3-
FOBbIX HATPUNYPETUHECKMX MEMTUAOB (B 0cobeHHOCT NT-
proBNP)

CToMKoe MoBbILLEHWE TPOMOHMHA (He cBsidaHHOe ¢ OKC)
AHOMasnbHOE 3HaYeHe KOHLIEHTPaLMM CBODOAHBIX IErkux
uener MMMyHOrnoByInMHOB (anddepeHumanbHbI anarHo3
AL n ATTR)

[lonoXuTenbHbIA peadynsTaT aneKkTpodopeda GenkoB Cbi-
BOPOTKN KPOBW/MOYM C UMMyHOGMKcaLmen (onddepeHLm-
anbHbI ararHo3 AL n ATTR)



AMMIIONAO3

MwuH1CTEpPCTBO 3apaBooxpaHeHs Poccuiickoin Peaepaviyiv @

NMPUJNTO>KEHMUE 3. Yek-nuct HanpaeneHns naumenTa Ha o6¢cnefqoBaHue B

3KCMNEPTHbBIN LEeHTp amunougo3a npu ®rey «<HMUL, kapguonorun» MuHsppasa
Poccun

BospacTt naupeHTa ctaplle 18 net

Hanm4mne KNMHUYECKNX CUMNTOMOB, MO3BOMAOLLIMX 3ar0A03PUThb
aMmnIonao3 cepaua

YTonEeHE CTEHOK MMOKapaa 1EBOro »enyao4dka 6onee 1,3 cm

OTcyTCTBME MNA3MaKIETOMHON ANCKPa3uKn (OTpyLaTenbHbIe
pe3ynsrathl UMMYyHOMUKCaLMN 6EIKOB CbIBOPOTKM KPOBWU/MOUN 11
OMpPefeneHnst B KPOBM KOHLEHTPALMN CBOOOOHbBIX NErkux Lienei)

Oxxnpaemast NMPOOOJIKUTENTBHOCTL XN3HW NauneHTa 6onee 2 net

OTCYTCTBVIe y NaumeHTa TKeNbIX KOMHUTUBHbBIX HapyLLEHUI




TepeleHko Ceprent Hukonaesmny,
HacoHoBa CeeTnaHa HrkonaesHa,
2Kunpos Virope Butanbesuy,
CavpoBa MapuHa A6aynatnnoBHa,
AHLLenec Anekcen ApKaabesmd,
LLlapnsa Mepab Apuunnbesud,
Ctykanoa Onbra BnagummposHa,
YeTioxkaHnH Omutpuit Bnagymmposuy,
Ceprunenko Bnagummp Bopucosny,
TepHoBown Cepret KOHCTaHTUHOBWY,
Bonuos Cepret AHaToNbeBUY
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