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HacnepcTBeHHbI CUCTEMHbIA TPAHCTUPETUHOBbI aMUAONA03: KIMHUYECKUIA cly4ail U MHeHUue

no npo6neme

[JparaHosa A. C.1'2, Cobonesa A. B.1'2, OpTmaH A. 3.1’2, lanaHckas T. A.2, Hukonaiuyk E. I/I.1'2, Pbixkosa . B.z, Monsikosa E. A.1'2, Wnsxto E. B

B HacTosLLei cTaTbe NPeACcTaBNeH KIMHUYECKUIA Cyyal NaumeHTa ¢ CUCTEMHBIM
HacneaCTBEHHLIM TPAHCTUPETUHOBBLIM aMUIOMA030M. [oKasaHbl TPYAHOCTU ana-
rHOCTVKM 1 AnddepeHLmnanbHOn ANarHoCTUKY 3Toro 3a60neBaHns y naumeHTa
C apTepuanbHON rMnepTeH3nen, KIMHUKON CTeHOKapammM, NOPaxXeHnem KOpoHap-
HbIX apTepwii, HapyLIEHVIMX CEPAEYHOr0 pUTMa U NPOBOAUMOCTW, Kapavomera-
Neit, cepaeyHon HeloCTaTOYHOCTBIO 1 MOYEYHOV AMCPYHKLMEN, 4TO NOTpe6GoBano
KOMMNEKCHOro NoaxoAa C NpPUMeHeHWeM METOAO0B PYTUHHOMO KMHUKO-nabopa-
TopHOro o6cnepoBaHusl, a Takxe SAAEPHON Kapayonornn, mMopgonaornyeckoro
nccneposanna n monexkynapHon JHK-anarHoctuku.
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Hereditary systemic transthyretin amyloidosis: a clinical case and an opinion on the problem

Draganova A. S.1’2, Soboleva A.V.1’2, Ertman A. E.1’2, Galanskaya T.A.2, Nikolaychuk E. I.1’2, Ryzhkova D. V.2, Polyakova E.A.1’2, Shlyakhto E.V

This article presents a clinical case of a patient with hereditary systemic hereditary
transthyretin amyloidosis. Difficulties of diagnostics and differential diagnostics of
this disease are shown in a patient with arterial hypertension, a clinic of angina,
coronary artery disease, cardiac rhythm and conduction disturbances,
cardiomegaly, heart failure and renal dysfunction. It required a comprehensive
approach using the methods of routine clinical and laboratory examination, as well
as nuclear cardiology, morphological studies and molecular DNA diagnostics.
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IMauuent K., 62 net, BrepBbie TOCTYIIWI B KIMHUKY
28.09.2016 rogma ¢ xayjob6aMu Ha BBEIPAXEHHYIO CJja-
00OCTh, ONBIMIKY IPH MHHUMAaIbHOI (PH3MICCKOU
Harpy3ke, OTeKHM HIDKHUX KOHEYHOCTEH IO CpemHei
TpeTu Oedpa, MpuOaBKYy Macchl Tejla Ha 7 KT 3a 1,5
Hemeln, pe3Koe CHIKEHHE TOJIEPAaHTHOCTH K Harpy3-
KaM.
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M3 apamMHe3a cTajgo M3BECTHO, YTO OKoJjio 10 ieT
Hasad MOBOJAOM ISl oOpallleHUsI K KapAuoJory ObLIo
MOBBIIIICHUE apTepualbHOTO maBieHus (A) ¢ Makcu-
MaJdbHEIM ypoBHeM 180/90 MM pT.CT. M TIOSIBJICHUE
CKUMAaWIIMX OoJyiell 3a TpyaAuHON mpu (PU3NIECKOMN
Harpy3ke. Ilo JaHHBIM MPOBEAEHHOTO OOCJeaI0BaHUS
OBbLIM BBISIBJIEHBI TMIEpTOHUYECKass OOJIE3Hb U HIlle-
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Mu4ecKas 60J1e3Hb cepara B BUIe CTCHOKAPIUY HAIIPSI-
xeHud Il pynkumonanbHoro kiacca. [1o zaHHBIM 3X0-
Kapauorpaduu B TOT MOMEHT pakims BBIOpoca
JIEBOIO XeJayaouka o Simpson Obli1a 54%, BBISABIISUICS
JICTKUI aopTaJdbHEINA CTeHO3. B TO XXe BpeMs oOparanm
BHMMaHNE IIOBHIIICHWE WHIEKCAa MacChl MHOKapia
JIEBOIO Xeyaouka a0 166 r/M2 ¥ JOBOJILHO BBIpaXXeH-
Has OuacTomdecKasl TUCHYHKIIUS JICBOTO KeIyI0IKa
(CKOpOCTh paHHETO HAIIOJHEHUS JIEBOTO KEIyoOodYKa
(Ve) 0,82 M/c, CKOPOCTh MO3MHETO HAITOJTHEHUS JIEBOTO
xemymouka (Va) 0,71 m/c, Ve/Va 1,15), 9uTo He yKIIaabl-
BaJIOCh B PaMKM HEIABHO BO3HUKIICH apTepHUaTbHOM
TUNEPTEH3UU U JJIUTEIBHO CYIIECTBYIOUIEH NIIeMUYe-
CKOM 00JIe3HM cepalia.

B xauecTBe Tepanuu malueHT MoJiydyall CTaHIapTHhIE
03Bl MTHTUOUTOPOB aHTMOTEH3MHIIPEBPAIIAIoNIero dep-
MeHTa (AII®D), Oera-ampeHOOIOKATOPHI, MaJble TO3BI
THA3UOHBIX IHUYPETHUKOB, aHTHATPETaHThI, CTATUHEI,
Ha ¢one yero AJl ObUIO CTOMKO HOPMaJIU30BAHO, AHTH-
HO3HBIE 00 HE OECTTOKOUIIN.

B mapre 2011t manmueHT OBUT 3KCTPEHHO TOCIIHUTA-
JIM3UPOBAH B CBSI3W C Pa3BUTUEM HECTaOMJIBLHOI CTe-
Hokapauu. [lo pesyabraTaM KopoHapoaHTHOTrpaduu
OBLJT BBEISIBJICH 3HAYMMBIN CTEHO3 IIepeIHeil MeXIKey-
IOYKOBOI M TMArOHAJIBLHOI apTepuii, 0 3KCTPEHHBIM
IMOKa3aHUSIM BHITIOJIHEHO CTEHTHpOBaHHWE OMPypKa-
IIUY 3THX apTePU CTEHTOM C JIEKAapCTBEHHBIM ITOKPBI-
THeM. B TocieornepamiMOHHOM TIEPHUONE ITPOMOJIKAI
IMOJIy9aTh Tepaltnio OeTa-agpeHoOJIoOKaTOpaMu, aHTH-
arperantamMu, wuHruomropammu AIID, craTuHaMu.
AHTMHO3HBIE 6011 He peuunuBupoBanu. Ha sanekTpo-
kapauorpamme (DKI') 6e3 nmemMmaecKnx U3MeHEeHUIA.
JaHHBIX B TOJB3y OCTPOTO IOBpEXKICHMS MHUOKapaa
IMOJIYICHO He OBLIO.

B manmpHeiimeM IMalieHT YyBCTBOBAJI CeOST XOPOIIIO,
aKTUBHO paboTaji, MpPUHUMAJ Ha3HAYCHHYIO Tepaluio,
K BpadaM He oOparmacs.

VxynimeHnue camMouyBCcTBUSI ¢ sHBaps 2014r B BHIE
HapacTaHMSI OOBIIIKIA M OTEKOB HIDKHNX KOHEYHOCTE,
CHIDKCHMSI TOJICPAHTHOCTH K Harpy3KaM IIpU OTCYTCTBUU
KJIMHUKIA KOPOHApHOTO CHHApPOMAa W HApYyIICHUU cep-
IIEIHOTO PUTMA.

ITo maHHBIM 3XOKapmuorpaduu B IMHAMHUKE OBLIO
BBISIBJICHO:

— COXpaHSUICS JICTKMi1, OIIKe K YMEPEHHOMY, aop-
TaJIbHBINA CTEHO3,

— CHmXeHHe (paKIny BRIOpOCA JICBOTO XEIYyIOYKA
o Simpson 10 45%,

— HapacTaHHue WHJIeKca Macchl MUOKapa 1o 278 F/Mz,

— YBEIMYCHUE TOIIIMHBI MIOKaPIa MEXIKETYTOIKO-
Boil meperoponku mo 20 MM, 3agHEl CTEHKH JIEBOTO
KeJryao4uka 10 16 MM,

— TIOSIBJICHME 30HBI HApYIICHUS JOKAJIBHOI COKpa-
THMOCTH B BUZIC TUTIOKMHE3UH MEXCKEIYTOIKOBOM TIepe-
TOPONKM, TIepeqHe W HIDKHEN CTEHOK JICBOTO IKEIy-
JTOYKa,

— yCcyryOJeHHEe OMACTOIWYECKOM IMCHYHKIUHN
neBoro xemynouka (Ve 1,2 M/c, mHTeTpall TMHEWHOM CKO-
POCTH KPOBOTOKA paHHETO JUACTOJIMIECKOTO HAITOJTHE-
HUsI/MaKCUMajJdbHasg CKOPOCTb IOBWKCHHUS MUOKapaa
B parHo10 guacroiry (E/Em) 20).

B kxadecTBe HOMOIHUTEIBHOTO OOCICOIOBAHUS OBLIA
BBHITIOJIHEHA MAaTHUTHO-pe30HAaHCHAasA ToMoTrpadus
cepmiia, Mo pe3yJbTaTaM KOTOPOIt oIlpenessyiach JujlaTa-
U TIpeacepauii, TUIIepTpodrss MruoKapaa 000MX XKely-
IIOYKOB, CHIDKCHUE CHUCTOJIMYCCKON (DYHKIIMU JIEBOTO
KeJTyIoJKa.

Ha ocHOBaHNY HaIMIMS BRIPAXKEHHOU TUTIEPTPOOUN
MHOKapma O0OOMX KEIyIOYKOB, HE COOTBETCTBYIOIICH
CPOKaM M TSKECTH apTepHaIbHOM TUTIEPTCH3NM, CHIKE-
HUS COKPATUTEIBbHON CIIOCOOHOCTM MHUOKapaa IIpu
OTCYTCTBUM IOAHHBIX O 3HAYMMOM ITOBPEXKICHUM MHO-
Kapma OBUIO BBICKA3aHO IIPEATIONIOXCHHE O HAIMINU
y TalueHTa aMWJIOWIOo3a cepala W ObUl TMOCTaBJIEH
BOIIPOC O TIPOBENCHUH SHIOMHOKAPINATLHON OMOIICHH,
OT KOTOPO¥ MAIIMEHT Ha TOT MOMEHT OTKa3aJIcs.

Kpome Toro, B 0MOXMMHUYECKOM aHAIN3€ KPOBU OBLIO
BBISIBJICHO TIOBBIIICHWE YPOBHS KpearTwmHWHa 10 180
MKMOJIb/JT M CHIDKEHHE CKOPOCTU KIIYOOUKOBOM (DMITh-
Tpamuu 10 40 MJI/MUH, 9TO OBUIO paclieHEHO KaK Pe3yiIb-
TaT HePPOCKIepo3a y OOIHLHOTO ¢ apTepHUaIbHOI TUIIep-
TEH3UEH U XpOHMIECCKOM CepIedHOi HeIOCTaTOYHOCTEIO.

Ho centsopst 20161 mamyeHT 3a MEIWIIMHCKON IT0-
MOINBIO He oOpaImiaics, 0 IPUHAMACMBIX UM B TOT TIe-
pUOLI IIpernapaTax He H3BECTHO.

B cenTa6pe 20161 mammeHT 3KCTPEHHO TOCITUTATN3H -
pOBaH B CBSI3U C ACKOMIICHCAIIME OMBEHTPUKY/ISIPHOI
cepneyHoit HemoctatrouHocT. Ha ODKI m mo maHHBIM
cyrouHoro MoHuTopupoBaHus DKI BBIABICHBI ITepCH-
cTupyoomas GUOPMUISLINS TIPeaceparii M KeIyI0UYKO-
BBIC HAPYIICHMST PUTMA BBICOKHX TPaITallyii.

Ilo maHHBIM 3x0Kapauorpadguu @paxkius BbiOpoca
o Simpson 41%, nHaeKC MacChl MUOKApa JIEBOTO XeEITy-
nouka 227 F/Mz, E/Em 42.6.

ITo maHHBEIM OMHO(MOTOHHON SMUCCHOHHOMN KOMITBIO-
TepHOI ToMorpadmu ¢ 99m Tc-mupodocharoMm — CIIMH-
TUTpadrIecKast KapTUHA B OOJBIICH CTETICHN COOTBET-
CTBOBaJIa aMWJIOnmo3y cepmma (puc. 1-2). YuuTbeBas
BBICOKOE 3HauyeHue Ko3adduumueHta auddepeHIraib-
HOTO HAaKOIUICHWST Cepille/KojuiaTtepaibHas 00JacTh,
CKJIAIBIBAJIOCH BIICYATIICHNE O HAJIMINY TPAHCTAPETHHO-
BOTO aMUJIOMI03a.

Ilo maHHBIM BBHITTOTHEHHON SHIOMUOKAPINATBLHOMN
ouoncum OOHApPY:KEHO, UYTO TuUNepTpoGUpPOBaHHBIC
MBIIIICYHBIC BOJIOKHA MMEH IEKOMILICKCAIINIO ITYy9KOB
¥ OBIIM 3aMypOBaHBI IETO3UTAMU O€JIKa, KOTOPBIC IIPHU
OKpacKke KOHTO KpacHBIM JaBajld KHUPITMIHO-KPACHBIN
IIBET, a B OJISIPU3ALIMIOHHOM CBETE — 3€JICHOE CBEUCHMUE,
TO €CTh MMENM THHKTOPHWAJIbHBEIC CBOMCTBA aMUJIOWIA
(puc. 3). CTeHKM cOCyI0B OBLIN YTOJIIECHBI 32 CYET OTIIO-
JKEHUS TOro Xe 0enka. OTHOCUTENIbHAS TII0IIanb 0eIKo-
BBIX JE€NIO3UTOB ObLIa He Ooiiee 30%.

137



Poccuiickuii kapamonoruyeckuii xypHan 2019; 24 (6)

Puc. 1. Mpy 04HOPOTOHHO 3MUCCUOHOI TOMOrpadum rpyaHoit knetkn ¢ 99mTe-nmupodocdaTomM onpenensieTcs BLICOKOe HakonneHue paauodapmnpenapara B 1€BOM

1 NPaBOM Xenyao4kax, NPEeMMYLLECTBEHHO B MEXKEYA04KOBOV NEPEropOAKe.

Puc. 2 (A, B). CunHturpadus ¢ 99mTc-nupodocdatom. Ha cumHTUrpamMmmax rpyaHoin Knetku B nepenHeit (A) u 3agHein (B) npoekuun onpegensieTcs runepoukcaums
99mTc-nmpodocdata B MMOKapAE, a Takke Gpr3noNorMyeckoe HakonieHue pagrodapmMnpenaparta B 061acTi No3BOHOYHYMKA (B).

ITo maHHBEIM UMMYHOTHCTOXMMUYECKOTO HMCCIICIOBA-
HUS 1 UMMYHO(MEHOTUITMPOBAHUS aMILUIOWIA JTETIO3UTHI
aMWIONIA BKCIIPECCUPOBAIM TPAHCTUPETUH C CyMMap-
HOI TUIoIIAanbIo aKcpeccuu oT 30%, a B omHOM OMOIITaTe
1o 90% (puc. 3).

ITo maHHBIM TEHETUIECKOTO UCCIICIOBAaHMS METOIOM
cexkBeHUpOBaHUS 1To0 CaHTEPY B UCCIIEAYEMBIX 00pa3max
JHK BpIsIBIeH BapuaHT HYKJICOTUIHOM TIIOCeE-
IoBaTeIbHOCTH BO 2-oM 3k30He reHa TTR (Chrls8,
29172946, rs 121918068, NMO000371.3: cT157C: p.
Phe53Leu) B reTepo3UTOTHOM COCTOSSHUM, paHee

OMMCAHHBINA KaK MAaTOTEHHBIN, SBJISIOIIMUIACS BEPOSITHON
MIPUINHOI 3a00JIcBaHM.

TakuMm o6pa3oMm, y IamueHTa ObUI BepU(PUIIMPOBaH
TPaHCTUPETUHOBEIN aMIIONIO3 CepAIIa.

[Ipu obGcirenoBaHNY POOCTBEHHUKOB MAIMEHTA Y €TO
POIHOIT CeCTPHI TAKKE OBUT BEISIBJICH TPAHCTUPETUHOBEIM
aMIJIONIIO3.

Bmecte ¢ TeM, B OMOXMMMYECKOM aHAaIM3¢ KPOBU
y manpeHTa oOpallayio BHUMaHUE ITOBBIIICHUE YPOBHS
KpeaThHUHA ¢ KojeoanusMu oT 200 mo 250 MKMOIB/TI,
MOUYeBUHHBI 10 28-30 MMOJIB/J, TIOBBHIIICHUE YPOBHS
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Puc. 3 (A, B, C, D). SHpomuokapamanbHas 6uoncus npasoro xenyaouka. A. OTnoxeHne 303MHO(UbHbIX 6eNKoBbIX LENO3MTOB B MUOKapAe. feMaTokeunmH-2303uH, x100.
B. OToXeHve KMpNnYHO-KpacHbIX Aen03unToB aMunonaa B Mvokapae. KoHro kpacHbiit, x100. C. 16104HO-3e1€eHO€ CBEYEHWE aMUNOUAHBIX OTNOXEHUI B NONSPU30BaHHOM
cBete. KoHro kpacHblii, x100. D. IMMyHOrMCTOXMMUYECKOE UCCNefoBaHME: SKCMPECCUst TPAHCTUPETHA B aMUIIOMAHbIX Aeno3nTax (KopuyHeBoe okpatuveanue), x100.

MOUEBOM KHCIOTBI 10 678 MKMOJIB/JT 1 CHUKEHUE CKOPO-
¢t KiryboukoBoit unbrpanmu ot 35 go 30 myi/MuH, 4TO
CBUJIETEITHCTBOBAJIO O TSKEIOW TTOYEYHOU AMChHYHKITNH,
TeHe3 KOTOpO#l HyXmajicsi B yrouHeHuu. [lo maHHBIM
CUMHTUTPAUU TTOUYeK OBUIO BHISIBIIEHO CUMMETPUYHOE
CHIDKEHUE NX (DyHKITUN.

N 33-3a TskecTr COCTOSTHUS TIAlIMeHTA U B CBSI3U C TIPO-
BOIMMON aHTUKOATYJASTHTHOU Teparnueil OT BBITTOITHEHUS
OMOTICMU TTOYKU OBLIO PEIIEHO BO3IEePKATHCS.

Ha c¢doHe KoMIuleKCHOI Tepanuu caMO4YyBCTBUE
MalMeHTa YJIydIInIoch, MPOSBICHUST CEPASYHON Hemo-
CTAaTOYHOCTH YMEHBIIWJINCH, W TIAIIMEHT ObUT BHITTUCAH
C PEKOMEHJAIUSIMU TIOCTOSTHHOTO Tipuema (o3uHO-
npuna, BapdapuHa, KOpAapoHa, KapBeawiona, 3repe-
HOHA, CUMBACTaTUHA, AJIJIOTTYPUHOJIA.

12 mapta 2017t marieHT ObLUT SKCTPEHHO TOCTIUTATM -
3UPOBaH B CBSI3W C Pa3BUTHEM CEPUM CUHKOIATBHBIX
COCTOSTHUN Ha (OHE MPOrpecCUpYIONMeil cepaedHOM
Henocratounoctu. Ha OKI perucrpuposanack mocro-

stHHast (UOPMJUTSILINS TIPEACEPIUA B COUETAHUU C TIOJI-
HOU aTpUOBEHTPUKYJISIPHON 0710Kaa0l ¢ 3aMeIIalouM
KEyTOYKOBBIM PUTMOM C 4dacToToit 30-35 B MUHYyTY.
TakuM o6pa3om, y TManMeHTa AUATHOCTUPOBAH CHH-
npoMm @penepuka, 4TO B COYETAHUM C MPOTPECCUPYIO-
el cepleyHo HEeMOCTaATOUHOCTRIO TTOTPEOOBAIO IKC-
TPEHHOW YCTAaHOBKM KapAMOPECUHXPOHU3UPYIOIIETO
ycrpoiictBa (CRT-D), uto mpuBeno K 3HAYNMOMY yIyd-
IIEHUIO COCTOSTHUSI M YMEHBIIIEHUIO SIBJIeHWH dHIeda-
JIOTIATUU.

B TOT k¢ MOMEHT B aHaJM3e KPOBU ObLIO BBISIBJICHO 3HA-
yumMoe ToBbieHre ypoBHST NT-proBNP mo 26744 mr/mit.

B mocnenyomem Ha mpoTsckeHum 2017T mammeHT
HEOMHOKPATHO TOCTIMTAIM3UPOBAJICS TIO TIOBOMY JEKOM-
TeHCAllM XPOHUYECKOU CepaeyHOl HEeTOCTaTOYHOCTH,
TPOBONMJIACHh KOMILJIEKCHAsT MEMUKAMEHTO3HAsT Teparus
¢ Momudukanweir 03 TPENnaparoB, YTO TMPUBOIUIIO
K HEKOTOpOMY KJIMHUYeckoMmy apdexTy. YunuTeiBas 3Ha-
YUMO€ CHUXEHUE CKOPOCTU KITyOOUKOBOI (hMITBTpaIiny,
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oT Teparmmu uHTHOUTOpamMu AIl®/capraHamu OBLIO
peIIeHO BO3IePKaThCS.

TMocnenusasa rocnurammsanma mammedra 28.09.2017r
B CBSI3H C TIOBTOPHBIM 3ITM30I0M ICKOMIICHCAITNY OMBEH-
TPUKYJISIPHOI CepIeyHON HETOCTATOYHOCTA B COCTOSI-
HUU CpeTHEH TSKEeCTH, BEIpAaXKeHHBIM OTCYHBIM CUTHIPO-
MOM, acCIIITOM, apTepHUATbHOI TUITOTCH3UCH.

ITo maHHBIM ceprM 3XOKapANOTpaPUICCKUX UCCIIEIO-
BaHMIT OTMeYajach TCHICHINS K HapacTaHUIO pa3MepoB
000MX XKeJTyIOYKOB U JIEBOTO mpencepaus. I1pomomkana
IIPOTPECCUBHO CHIXATbCs (ppakmus BBIOpOCa JIEBOTO
Xenaymodka mo Simpson ¢ 44 1o 30%. Otmeyanoch CHU-
KEHUE COKPATUTEIbHOM CIIOCOOHOCTH IIPABOTO KEJy-
nouka ¢ ymeHnbineHueM TAPSE mo 7 mm.

B cBs3m ¢ oTcyrcTBHMEM 3HAUYMMOTO KIMHUYIECKOTO
s deKxTa OT MPOBOAUMOIT MHOTOKOMIIOHEHTHOI THype-
TUYECKOI Tepanuu, ObLI 100aBIeH T1O00OyTaMUH C TTOCTe-
TIEHHBIM HapallWBaHWEM OO3Bl M TIPUCOECAUHEHUEM
“II04eYHBIX 103" moraMuHa.

HecMoTpst Ha TIpoBOAMMYIO Tepallvio, IIpOmoJIKaia
VXYOIIAThCcsT (PYHKIMS II0YEK: YPOBEHb KpeaTHHWHA
10 400 MKMOJIb/J1, MOYEBUHBI 10 36 MMOJIb/JI, CKOPOCTb
KJIy0OUYKOBOI (pUiIbTpaiu 15 Mir/MuH.

B ximmHMYecKOM aHaIM3¢ KPpOBHM HAOIIOOANIACh TUITO-
XpOMHasi HOpMOLIMTapHast aHeMHsI (TeMontoonH 98 r/11,
SPUTPOLIATHI 3,71X1012/J'II/ITD, IIBETOBOI TMOKa3aTelb
0,79) npu HOpMaJIbHOM YpOBHe kejie3a (11,6 MKMOJIb/JT),
BuTamuHa B ) (264 nkmoJb/1), dhoaneBoit KUCIOThHI (8,6
HMOJIb/7), ¢depputuHa (61,48 MKI/) M MOBBIIIEHUH
ypoBHS 3puTponostuHa (53,8 MME/Mn).

Iene3 aHeMuUM HEOOHOKPATHO OOCYXKmaJicsI, M OHa
TPaKTOBAJIACh KaK MPOSIBJICHNE XPOHMIECKOTO 3a00JIeBa-
HUs. YUNTHIBas HAJIMYKME YPOBHS Xejle3a U (heppUTHHA
OmrKe K HIDKHEM TpaHMIIE HOPMBI, K TepaIllmy OBLIN
IobaBJICHBI IIpeTapaThl XKeae3a.

B cTpaTermueckoM IUIaHe IIPOBONMIACH AKTWBHAS
ITOATOTOBKA TAallMeHTa K TIPOBEOCHMIO CUMYJIETAHHOMU
TpaHCIUJIaHTalUMu cepalia u moyek. HazHaueHue tadpamu-
IYca B BUAY HAJIWYWS TSDKEJIOM CEpOeYHOM M IMOYCUHOM
IUCHYHKIMY OBLTO TIPU3HAHO HEed(DDEKTUBHBIM.

Ha 50-e cyTkM rocrmTanm3alvdy y IAIMEHTa pas-
BWJICSI 3NM300 (PUOPMIUISILINHT KEeTYI0UKOB C ITOCIICIYIO-
meit acucronmeir. IlpoBommMmbie peaHMMAIlMOHHEIC
MeponpusaTusI ObTM Hed(P(PEeKTUBHEIMU, KOHCTATHPO-
BaHa OMOJIOTUYECKAsI CMEPTh.

I[Ipn maToIoroaHaTOMHYECKOM HCCICIOBAHUM OBLT
IIOJTHOCTBIO ITONTBEPKACH AMArHO3 CHCTEMHOIO TPaHC-
THPETUHOBOTO aMWJIOMO03a C TIOpaxXeHWEeM cepama,
ITOYEK, KOXU W KAIICUHUKA.

OGcyxpeHne
TpanctupernHoBbli (ATTR) amMmumonmos — cioxxHoe
JUIST TUaTHOCTUKW 3a0oJjieBaHWE C HEOJIaronpusiTHHIM
MPOTHO30M. DTa 0O0JIE3Hb OTHOCUTCS K CUCTEMHBIM
HACJIENICTBEHHBIM aMIIONI03aM. TOUHBIX TaHHBIX O €TO
pacIpoCTPaHEHHOCTH B TIOTYJISIIIUU HET.

TpaHCTUPETUHOBHI aMUJIOUIO3 OTIWYAETCS IIPO-
TPECCUPYIOIINM TEYCHHUEM, IO IIPOTHO3 3aBUCHUT OT CTE-
TIEHN TTOPaXKeHMST OPraHOB, PACIIPOCTPAHEHHOCTH I1aTO-
JIOTUYECKOTO Tpoliecca, CPOKOB AMAarHOCTUKM 3a0oseBa-
HUS U eT0 (POPMBEIL.

ITo xknaccudnkam BceMupHOI opraHn3aIinm 3apa-
BooxpaHeHus (2003T), ocHOBaHHOIT Ha CICITM(UIHOCTH
OCHOBHOTO 0€eJTKa aMIJIONIa, HO30JI0THSI KOTUPYeTCsI KaK
ATTR (A — ammonno3, TTR — TpaHcTupeTnH).

TpaHCTHPETUHOBBIN aMUJION, HAKAIUIMBAsICh B TKa-
HSIX, BEITECHSIET 3M0POBBIC KJIICTKH, CTAHOBSICH CO BpeMe-
HEeM IIPUYNHOI 3HAYNTETBHBIX MOP(hOGYHKIIMOHATEHBIX
W3MEHEHUN MOpaXXeHHOTo opraHa W cucteMbl. [lo maH-
HeIM Sekijima Y, et al. (2008r) oTmoXeHUS TpaHCTUPE-
THHA BBISIBIISTIOTCSI HE TOJBKO B CEpAIle, 3TOT IIpoliecc
3aTparmBaeT IeYeHb, CEIC3CHKY, XKETYIOTHO-KUIIICTHEIIA
TPaKT, KOCTHBIM MO3T, OpraHbl BHYTPEHHEI CEKpEIINH,
MBIIIEYHYIO TKaHb s13bIKa [1]. Cpenn KimmHnIecKux ¢hopM
TPAHCTUPETUHOBOTO aMIJIOMI03a BBIACISIOT CEMEHHYIO
AMIWIONIHYIO KapOIMOMHOIIATUIO, CEMCHHYIO aMUJIOWI-
HYIO TIOJIMHEHPOIIATHIO M CTapYeCKU aMwmionmo3 [2].

B mocienHme rogsl UMEHHO TPAHCTUPETHHOBBIM aMM-
JIOUOO03 TIpUBJICKAeT MHTEPEC MCcaemoBareiieii, Tak Kak
10 JaHHBIM ayTOTICUI y 25% yMepIIuX MOXWIIBIX TaIu-
€HTOB B OpraHax M TKaHSIX OTMEYAINCh OTIOXCHUS aMHU-
Jlorna, OOJIbIIAast YaCTh KOTOPOTO ObLIa TPAHCTHPETHUHO-
Boro mpowucxoxneHus [3]. B pabortax mociiegHMX JIeT
MOKa3aHO, YTO UMEHHO TPAaHCTHUPETUHOBBINT aMUJIONIO03
SIBIISICTCSI TIPUYMHOM TTOpaXXCHUSI CEepHCIHOM MBITIIIBI
y 30% mainueHTOB C CepAeYHON HEAOCTATOYHOCTHIO IIPU
HaJTUYMY COXpaHHOM ¢pakimm BeiOpoca [4].

B HOpME TeTpaMepHBIit CBIBOPOTOYHEIN OEJTOK TPaHC-
TUPETUH COCTOMUT M3 127 aMWHOKWCIOTHBIX CyOBem-
HUII, OH CUHTE3UPYyeTCSI B IICUYCHU W IIPUHUMAET ydJac-
THE B TPAHCIIOPTHUPOBKE TUPOKCHHA W peTUHONA. [eH
TTR cocrout u3 4 3K30HOB M pacmoyiaracTcsl B IUTMH-
HOM 11ede 18- xpomocoMmbl B mo3umu 12.1 (18q12.1).
B o6mieit cioxxHOCTM ommcaHo okoyio 100 myrtaumii
TEHOB, KOTOPBIC CBSI3LIBAIOT C Pa3BUTHEM HACJICICTBCH-
HOTO TPAaHCTHPETUHOBOTO aMWJIOMI03a U OKOJIO IT0JIO-
BUHBI TaKMX MYTallMid acCOLMUPYETCS C MOpakKeHHEM
cepnua. HaubGoinee oOlueil B 3TUX caydasix SIBIISIETCS
myTtanmsa Val30Met.

M3-3a BoBjIeUeHUSI B IIPOIIECC MHOTHX OPTaHOB M CHC-
TeM KJIMHWYeCKasl KapTUHA TPAHCTUPETUHOBOTO aMUJIO-
nmo3a pasHooOpasHa M HecrnenmduaHa. CIOXHOCTH
OIWATHOCTHKN 3TOTO BUIA aMUJIOWIO03a OOBSICHSICTCS
OTCYTCTBHEM Yy HEro IMaTOTHOMOHWYHEBIX CHMIITOMOB.
[Ip3HakK® CHCTEMHOCTH aMIUIOMOO03a pa3BUBAIOTCS
TI0 Mepe TIPOrPeCCUPOBAHUS TTATOJIOTUH, IIPUBOMIS K pa3-
BUTHUIO TIOJIMOPTAaHHOI HEIOCTATOIHOCTH.

IIpy mopaxeHun cepaua aMUIOWA OTKJIAABIBAETCS
BO BCEX €T0 CTPYKTypax: KjaIlaHaX, COCyIaxX, MHOKapie
W MepuKapie, MpoBOISIIEH cUCTeME, BbI3bIBasi COOTBET-
CTByIOIIME KIMHU4YecKue TiposiBiaeHust [5]. Tak, mpwm
OTJIOXKCHUN aMUJIONAAa B KOPOHAPHEIX apTePHUsIX OTMeda-
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I0OTCSI CUMNITOMbI cTeHOoKapauu. HakarmiuBasch B MUO-
Kapze Kak OMHOM U3 OpTaHOB-MMILEHEN , aMUJIOUT BbI3bI-
BaeT yTOJIIEHWE U YIJIOTHEHWE MMOKapaa, KapauoMera-
JIMI0O C JMACTOJMYECKOW AUCGYHKIMEH, TPpUBOASI
K Pa3BUTHIO PECTPUKTUBHOM KapaAUOMUONATUN — OTHOM
U3 XapaKTEPHBIX 0COOEHHOCTEN amuiionno3a. [1pu nanb-
HelileM TedyeHuM 3a00JieBaHUSI pPa3BUBAETCS KJIMHMKA
XPOHUYECKON CEepIevyHOM HeaoCTaTOYHOCTHM, KOTOpas
XapaKTepU3yeTcsl ObICTPBIM MTPOTPECCUPOBAHUEM U ped-
PAKTEPHOCTBIO K TepAIUu.

ComracHO DaHHBIM psiga WCCIIeNoBaTelIeii CpemHss
MPOIOIKUTETbHOCTb XKM3HU OOJIbHBIX C MOMEHTA MOCTA-
HOBKM AWarHo3a KapauaJlbHOTO TPaHCTUPETUHOBOTO
aMMJIOMI03a COCTaBIsIeT 36 MecsieB [3].

JlabopaTopHbIMU TOKa3aTeassMM HeOJIaronpusiTHOTO
MPOTrHO3a TPU TPAHCTUPETUMHOBOM aMWJIOUIO3€ SIBISI-
I0TCSI TIOBBILLIEHWE YPOBHS TponmoHWHOB T u I, ypoBHS
NT-proBNP. INosiBieHune mMOBBILLIEHHOTO YPOBHS TPOIIO-
HUHOB B CBIBOPOTKE KPOBU CBSI3bIBAIOT C TMOEJIBIO aTpO-
(GUPOBAHHBIX KapAMOMMUOLIMTOB, BbI3BAHHOW arpeccuB-
HbIM HaKOIUJIEHMEM aMWJIOMIa B MEXKJIETOYHOM IIpO-
CTpAaHCTBE, a TakXe OOCTPYKUMEN WHTpaMypabHBIX
aprepuii [6]. [ToBeienue ypoHst NT-proBNP o6ycios-
JIEHO KaK MOBBILIEHUEM KOHEYHOTO BHYTPUIKETYIOUYKO-
BOTO AAaBJIEHUS, TAK U HEKPO30M KJIETOK.

KnrHuyeckas kapTuHa aMWIOWA03a cepalia B 00Jb-
IIIMHCTBE CIy4yae MpeAcTaBjieHa pa3BUTUEM XPOHUYECKOM
CepIeYHOli HEIOCTAaTOUHOCTU. AYCKYJIBTaTUBHO MOTYT
BBISIBJISITHCS IITYMbI U3-32 OTJIOXKEHUI aMUJIOUIa B SHI0-
Kapne kinarnaHoB. HekoTopelie aBTOphI [7] monaraioT, 4To
OIHUM M3 PaHHMX MPU3HAKOB TPAHCTUPETUHOBOTO aMU-
JIOU103a SIBJISIETCSl pPa3BUTUE KapHaJbHOTO TYHHEJIbHOTO
CUHIpOMa, a IS HacJeICTBEHHOTO THUIIAa XapaKTepHBI
MIPU3HAKU TTOPaKeHUST ITIeprUePUICCKIX HEPBOB.

Cuauraercs, 49TO TPAHCTUPETUHOBHIM aMIIOUIO3
cepila MpoTeKaeT MeHee arpecCUBHO, 4eM Ipu AL-amu-
JIOU103€, HO TEM HE MEHee TTPUBOAUT K Pa3BUTUIO TSIXKe-
JIOM cepIevYHON HENOCTAaTOYHOCTH.

IIpu ammnounose cepana Ha DKI MoxeT peructpu-
pOBAaThCSl HU3KUM BOJIBTAX 3yO1IOB, MHOTIA TTOSIBJISIIOTCS
nHOapKTOMomoOHble u3MeHeHusd KomIuiekca QRS,
a Tak>Ke pa3iMyHble HApyILIeHUsI pUTMa U BHyTpUCEpAEY-
HOI MPOBOAUMOCTH.

JloBoJIbHO creuuUYHBIMU 3XoKapauorpaduye-
CKMMHU TIpU3HAKaMM TPy aMUJOMIHOM MOPaXKEHUU
cepaua SIBASIIOTCS AWJaTalvs Mpencepauii, 3HaYUTeb-
HOE yBeJIMUYeHHME MAcChl MUOKapaa XeayIT0uKoB, CUMMe-
TPUYHOE YTOJIIEHNE CTEHOK, HE COOTBETCTBYIOILIEE CTE-
MEHNW apTepuaIbHOM TUMNEPTEH3UU, pa3NUYHbIE Kja-
MaHHbIE PETypruTallMu, BBHITIOT B MOJOCTU TepuKapiaa,
MIPU3HAKN JUACTONIMIECKOM TUCGHYHKINM (Jale 1o pe-
CTPUKTUBHOMY TUITy), MOBBIILIEHUE YPOBHSI KOHEYHOTO
JIMACTOJINYECKOTO JaBJIEHUSI, a Ha MO3IHUX CpOKax 3a00-
JIeBaHUSI — CHIDKeHUE (ppaKimu BEIOpoca [8].

T'ucronoruyeckoe ucciieqoBaHWE TKaHEW MpU oKpac-
K€ KOHIO KpacHbIM MO3BOJISIET BbISIBUTH CleUPUUECKU

OKpallleHHbIe CTPYKTYpbl GUOPUILT aMUIouaa, KOTOPHIE,
KpOMe TOro, 00JafaloT NBOMHBIM JIydelpeaoMJIeHUeM
B IIOJIIPM30BAaHHOM 3¢eJieHOM cBeTe [9]. Takske BBITTOTHSI-
eTcd UMMYHOTHUCTOXMMIYecKoe ncciaemoBanue [10].

JloNoMHUTEIbHBIMU METOAAMU TUATrHOCTUKWA aMUJIO-
UI03a cepala SBISIOTCS MarHUTHO-PE30HAHCHAs! TOMO-
rpadusi ¢ TagoJMHKEM, TIpU KOTOPOI crieuudruuecKuMu
MpU3HAKaMU aMUJIOWUI03a SIBJISIETCS YCWJIEHUE CUTHaja
C TpaHCMYPaAJIbHBIM WU CyO3HIOKapAUaJIbHBIM KOHTpa-
CTHpPOBAHMUEM, a TaKKe CIUHTUTpadusI MuoKapaa ¢ Tex-
HenmeM-99m, mpu KOTOpPOM IIOBBIIMIACTCS HAKOIUICHUE
n3oromna B Muokapze [11, 12].

Jns BbIABIEHUS CIieU(PUIECKUX MyTalluii MCTIOJb-
3yercst meton npssMoit JIHK-muarHocTuku — cekBeHU-
poBaHUeE reHa.

JleueHue mMalMeHTOB C aMUJOMAOM IMPENCTABISIET
OYEeHb CJIOXKHYIO 3amayy M HalpaBJIe€HO Ha CHUXEHUE
YPOBHSI CbIBOPOTOYHBIX MPEAIIECTBEHHUKOB MYTaHTHBIX
0€JIKOB, MOCKOJIbKY 3aMEUY€HO, YTO MPU 3TOM MPOUCXO-
IUT pe3opOIrs aMUIoruIa U BOCCTAaHOBJIEHUE (PYHKLIMU
nopaxeHHoro opraHa. [ToMMMO M3BECTHBIX METOIOB,
TaKUX KaK CUCTeMHasl XMMMOTEpanus, TpaHCIUIaHTalMs
CTBOJIOBBIX KJIETOK, TPAHCILJIAHTALIMS TI€YeHU, B HACTOSI-
1WA MOMEHT HCCIEOYIOTCS W BeEIeCcTBa, oOjamaroliue
TPaHCTUPETUH-CTAOMIUBUPYIOIIUMU  CBOMCTBAMU,—
HECTEPOUIHBIN MPOTUBOCHIAIMTENbHBIN MpemnapaT aud-
myHmsan [13].

B cenra6pe 2017r B MoCKBe TMpoIIe]T CHUMIIO3UYM,
MOCBSIIEHHBIN JIEUEHUIO TPAHCTUPETUHOBOTO aMWJIOU-
nmo3a. Ha Hem ObLT mpeacTaBiieH MepBhIii M eIMHCTBEHHBIN
npenapar TapreTHOro neicTBusi — TadamMuauc, HEAaBHO
TIpOIIeAIINiA peructpanuio B Poccum. OH sIBIIsIeTCS cemek-
TUBHBIM CTaOWIM3aTOPOM TPAHCTUPETHHA, KOTOPBIM CBSI-
3bIBAETCSl C ABYMSI TUPOKCHUH-CBSI3bIBAIOILIMMU Y4aCTKaAMU
TpaHCTUPETUHA B HATMBHOM (TeTpaMepHoii) ¢opMme, UYTo
MpeAoTBpallIaeT AUCCOLMALI0 KOMIUIEKCAa HA MOHOMEPHI
U 3aMeisieT amuiaonaoreHe3. MHrubuposaHue nuccouua-
1LIMKA TeTpaMepHbIX (hOPM TPAHCTUPETHUHA OOOCHOBHIBAET
1esecoodpa3HOCTh IPUMEHEHU TapaMumrca T 3aMell-
JICHUSI 3TOTO BUIA aMIJIONI03a (IJTABHBIM 00pa3oM, ceMeii-
HOI TPaHCTUPETUHOBOK aAMUJIOMIHOW MOJMHERPOIATUH).

B nocnenHue roapl BeaeTcs pa3paboTka M ucciaenoBa-
HH€ HOBBIX MOJIEKYJ JJISl JIEUEHUSI TPAHCTUPETHUHOBOTO
amuiongo3a. K HUM OTHOCATCS JMIIMAHBIE HaHOYa-
CTULIbI, KOTOpPbI€ TOCTABISIOT AaHTUTPAHCTUPETUHOBBIE
manbie uHTepdepupylomue PHK (geiicTBys no aHaio-
run ¢ Mukpo-PHK), cHmXass TeM caMBIM IIPOIYKITUIO
MYTAaHTHOW ¥ HEMYTaHTHOW (opM TpaHCTHUpPETHHA,
a Tak:Ke MOHOKJIOHAJIbHbIE aHTUTENIA, MUIIEHbIO KOTO-
PBIX SIBJISIETCSI CBIBOPOTOYHBIN P-KOMMOHEHT aMWionaa.
DTH mpemnaparsl MOTYT B JaJIbHEUIIIEM CTaTh aJIETCPHATH-
BOIi B JIeYEHUU OOJIbHBIX aMWJIOUAO30M C CEepAeYHOI
HENOCTAaTOYHOCTHIO.

Tepanusi amMmuiougo3a TpuU pa3BUTUM CEPAEYHOI
HEIOCTaTOYHOCTY HaIlpaBJieHa Ha 3aMeJIeHHWE TEeMIIOB
ee pazButusd. OOTHUM U3 HanbOoJIee pagTuKaJIbHBIX METO-
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OB JICUCHWSI aMWJIOWIO3a B 3TOM CJIydae CUMTACTCS
TpaHCIUIAHTAIINUS CepAlia, Ocje KOTOPOii, OMHAKO, BO3-
MOXEH peluauB 3a00JieBaHUsS, MOAITOMY OIOJHU-
TeJIbHO IMMPOBOAUTCS TpaHCIUIaHTAIU TiedeHu [ 14]. IMpu
TSKEJION HedpoIlaTul paccMaTpUBaeTCs TpaHCIIaHTA-
VS TTedeHu 1 modek [15]. OmmcaHbl TUIIb eMUHUYHEIE
clydyaW YCIIEITHBIX pe3yJIbTaTOB IIpM KOMOWHHPOBAH-
HBIX TPAHCIDIAHTAILIMSAX CEepAlla, TIeYeH! U TT0YeK, U OHU
IIpaKTU4YeCc-KK BCe KacaloTcs MalnMeHToB ¢ AL-amuion-
nmo3om [13].
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