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Y10 Takoe aMHUIONI03?

Amunonno3 (amyloidosis; rped. amylon — kpaxman, eidos — Buja + -0sis) — rpymnmna
3a00JIeBaHMH, OTIUYUTEILHBIM IIPU3HAKOM KOTOPBIX SBJISCTCS OTIOKECHHE B OpraHaxX U TKaHSIX
ocoboro 6enka B-hbuopuIIIpHON CTPYKTYPhl — (QUOPHIIISIPHOIO IIIUKOMPOTEU1a — aMUJIOUA.

P. Bupxos B 1854 roagy BBE€A TepMUH
«aMmAO0mA»




Knaccudukanus aMuiionio3a

CoBpeMmeHHass  kjiaccu(ukanusi ~ aMUJIOMI03a  OCHOBaHAa  HAa  Pa3IMYMUSAX aMUJIOMJOTCHHBIX OCJIKOB-
MPEANIECTBEHHUKOB; COMIACHO ATOW KilaccuuKallui, B Ha3BaHUE THUIA aMHJIOWJI03a BXOJUT abOpeBHaTypa,
oOo3Hauaronass Oenok-npeamectseHHuk: AL (L — n€érkue unenu wummyHornooOynunoB), ATTR (TTR
— TpaHcTupeThH), AA (A — SAA, serum amyloid A — 6emnok) u T. 1.. Kpome TOoro, aMuiougHbIe OTIOKEHUS
coJiepaT B HE3HAYUTEIHLHOM KOJIMYECTBE HEQUOPUIUISIPHbIE KOMIIOHEHTbI, B TOM YMHCJI€ CBHIBOPOTOYHBIN P-
KOMIOHEHT amuionaa (SAP), anonunonporerH E, KOMOOHEHTHI COCIMHUTENILHON TKaHU (IJIMKO3aMUHOIIIUKAHBI,
KOJIJIAr€H) ¥ KOMIIOHEHTHI 0a3aibHOM MeMOpaHbl ((pUOPOHEKTHUH, TAMUHUH).



Knaccudgukauusa m HomeHKnaTtypa aMmmnougosa

Moakomurer no HomeHknatype BO3. HomeHknarypa amunonga u amunongosa Bionn. BO3.-1993.- V. 71.-Ne1.-C. 88-90

Beaok b etok-nipeaiecTBeHHHK Kimnanyeckas popMa aMIIoH103a
AMHJION/A
AA SAA BropHuHbLi AMIIONA03 NPH XPOHHYECKHX BOCTIAIMTEIbHBIX 3200/IeBAHHAX, B TOM
HICJIe IPH NepHonYecKoil fostesHH, cuaapoMe Makua - Yawica (1 Jpyrux
ayTOBOCHAINTEIbHBIX NIpolieccax
AL Jlaméa-, kanna-jerkue AMIION/103 NIPH ILIA3MOUMTOPHBIX AHCKPA3ZHAX ~ HAHONAT HYECKHI, IPH MHeJIOMHO#
1ens HMMYHOIVIOOYJIHHOB oostesHn 1 SostesHu BoubaeHcTpeMa
ATTR TpancTuperun Cemeiinble (popMbI NOJTHHEBPONATHIECKOT0, KAPHONATHYECKOI0 H IPyrHe BAPHAHTbI
AMHJIOH/103a, CHCTEMHBIH CTAPUYeCKHil AMIION03
A-bera,-M Bera,-MHKPO 100y MH JIHAH3HbIT AMHJIOH 103
A-Gel Iesicoimn Dunckas ceMeiiHAsi aMHJIOH/IHASA MOJIHHEBPONAT HA
AApoAl Anosmmnonporenx Al Ammtonanas nosmuesponatus (III run, o van Alien,1956)
AFib duopuHoren A-auabpa AvmuionHas Hedponarus
A-Dera Bera-oeiok Bouesnbs Anbureiivepa, cnaapom /[ayHna, Hac/ieAICTBEHHbIE KPOBOHIMAHHSA B MO3I €
AMHJION/1030M (TOJLTAHACKHIl THIT)
APrpSer IIpnonoBbIii 610K Boaesnns Kpeiitndennara - Skoda, 6ou1esnn I'epcrmanna - Il tpayccaepa - Ileiinkepa
AANF IIpeacepmbi H30/MpOBaAHHBLIH AMHJION 103 NIPeacep Auil
HATpHiiypeTH1ecKHii pakTop
AIAPP AMIWIHH H30/mpoBaHHBIIT AMHJION/103 NAHKPeaTHIeCKHX OCTPOBKOB NMPH CAXapHOM JHadere
THIA 2, HHCYJIHHOME
ACal IIpoxaabUHTORNH Mexy UIApHBIH paK MHTOBHIHOM 7Rejie3bl C AMHJIOH 1030M
ACys Incrarnn C HacJyieicTBeHHbIe KPOBOHITHAHHS B MO3T ¢ aMHJIOH1030M (MCJIAHACKHIT THIT)

Cpeay MHOIMIX TUIIOB aMI1AOMA03a IIOYTU BCe CAyday KAMHUYECKOTO
cepAevHOro ammnaonaosa (>95%) BblsBaHbI TPAHCTYPETVHOBLIM
amumaongo3oM (ATTR) nan ammnaonaozom aerkon renu (AL)



AMIAOUAO3 cepAalia: DIINAECMIOAOI N

* Amuaongos cepaua (AC) npeacrasAasieT cOOO TSKEA0€e peAKO AaTHOCTIpyeMoe
3a002eBaHMe C BBICOKOI AeTaAbHOCTBIO. AL-aM1n101403 (HepBUYHBIN, UAVOIIaTINYeCKUN
aMI110VA03) BCTpedaeTcs C OAVHAKOBOI YaCTOTOM KaK Y MY>K4UMH, TaK U y JKeHIIVH, KaK
IIpaB11A0, B Bo3pacre crapure 50 aer.

* Cepalie sIBASCTCSA AOMVHUPYIOIIVIM OPraHOM-MUIIIEHBIO IIPU CICTEMHOM aMUA0MA03€, HO
IIpY HEKOTOPBIX popMax 3a00aeBaHMsI BCTpedaeTcs ero N30AMPOBaHHOe IopakeHue. B
DKOHOMMYECKV Pa3BUTHIX CTPaHaXx 4allle BCTpedalOTCsl OCHOBHBIE TUITBI aMILAOUA03a,
KOTOpBIe IIOpa’kaloT cepAlle: aMIAOMA03 AETKUX Leren (AL), BTOpMYHbBI aMIA0MA03
(AA), M30AMPOBaHHLII IIpeacepAHbINT aMnaA0UA03 (IAA), ceHUABHBIN CUCTEMHBIN
aMnaonA03 (SSA) 1 ceMelnHbII aMUAONAO3, ACCOLIMUPOBAHHLIN ¢ reMoanaan3om (FAPD)



Kaaccndnkanms

Ha cerogHsmHuit geHs siBAseTcs akTyaabHOM paspadoranHas BO3 kaaccudukanis
aMmA01A03a cepAlla, OCHOBaHHasl Ha CTeIIeH) BOBAEYEeHMsI cepAlla B I1aTOAOIMYeCKII
IIPOLIecC:

* [ craauis: HeT CMMIITOMOB UAM HPU3HAKOB aMIA0UA03a TPV OMOIICUN AN
HeVHBa3BHOM 00CAeA0BaHUI;

* II craamsa: OeccMIITOMHOe BOBAeYeHNe cepAlla, IOATBePKAEHHOE C IIOMOIIBIO OMOIICUN

1AV HEMHBA3VBHOTO TeCTUPOBaHM: (HalIpuMep, TOAIIIMHA CTEHKH AeBOIo JKeAyj04ka 0oaee
1,2 cm

e [II craagys: KOMIIEHCHPOBAHHOE CUMIITOMHOE IIOpa>keHue cepalia;

e IV CTaansi: A€KOMIIEHCIIPOBaHHAs KapAMMOMUMOIIaTVI
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Kanmamnaeckas KapTNHa

JKaa005r:

« Caabocts

« OgpllIKa IpY yMEePeHHO! I MUHIMAaABHON (PU3NIECKOI Harpy3Ke
* IlpucTyIiel yayIibs 110 HOYam

* CuHKONAaAbHBIE COCTOSTHIS

*  Orexn HM>KHMUX KOHEYHOCTeI

* boawu B npaBoM noapedepre

* YBeamueHue oOxBaTa >KIBOTa

* OprocraTnyeckas TUIIOTEH3Vs

« JKaao0bl, cBsA3aHHBIE C ApUTMIAMU

BoABIMIMHCTBO NTallIeHTOB IpeAbABAseT 3Kaa00bl, xapakrepHsle 4451 XCH BcaeacTsue
pecrpuktusHOM KMII, koTOpas passusaercs Ha 0oee IIO3AHUX CTaauAX 3a00AeBaHA.



OcmMmorTp:

*  OTéKy HI>KHMX KOHEYHOCTEeI

* YBeauuyeHue pasMepoB Ie4eH!n

* AkponmaHos

* IlepkyropHo — cmemrenne rpanur; OTC Baeso

* AyCKyAbTaTUBHO - I1YXOCTb CEePACYHBIX TOHOB, CICTOANYECKUI IITyM
perypruranyum Ha npejacepAHo->KeAy409KOBbIX KAallaHax.

* Cumnrom Kyccmayast

On31KaAbHBIN OCMOTP ITaliVieHTa He BCEIr'da I1I03BOASIET BBIZIBUITD CHELU/I(l)I/I‘IeCKI/Ie
AN aMINA01MA03a CIMIITOMBI



Koraa caeayer 3ario403puTh aMuA0uA03 cepana?

 TManments: ¢ X® n HeoObsAcHUMOI I'/1K. B 9TOM caydae sxokapanorpadus
SIBASIETCS IIEPBBIM METOAOM BU3yaAM3al i cepAlia A4 MalJIeHTOB, MMEIOIIIX
X®, n moxet BeLABUTL [ /K (a Takke gpyrue aHoMaAnm), KOTOpble A40AKHbI
BBI3BIBATh 110A03penne Ha AC

 TlamyeHTHI ¢ MpecMHOCKOIIaAbHBIMY COCTOSHUSAMY, OOMOPOKaMI C
HeoObscHUMOI /LK. Dxokapauorpadus oObIMHO HPOBOANTCS y MALIIEHTOB C
IIPeCMHOCKOIIOM 1 OOMOPOKOM, MO>KeT BbIABUTE /K.

* TTamments: ¢ XCH 1 cumnTtomamy UAnM IpusHakaMmy, TUIIMIHBIMU 4451 AL 1 /
nan ATTR amnaonaosa. Hanpumep, Haanune B aHaMHe3e AByCTOPOHHETO
TYHHE/ABHOTO CMH/APOMa 3aIlsICThsl A0 Pa3BUTV HEOOBSICHUMBIX CUMIITOMOB
cepAevYHOI HeAOCTaTOYHOCTH) Y IIOXKILAOTO YeA0BeKa MOJKeT CIIOCOOCTBOBATh
CBOEBPEMEHHOII AVlarHOCTUKe BO3MO>KHOro AC.

HeO6XO‘ZI,I/IMO IIOMHITD 9TO yBeANMIE€HIIE€ TOAIIIEHDBI CTEHOK MIOKapJa sBAsIeTCi
HCEBAOI‘I/IHQQTQOSI!I/IQI?I, TaK KaK OHO He O6yCAOBAeHO pa3pacraHmneM MbIITIIEIHDbIX
CTPYKTYP. B ocHose yTOALIEHNM CTEHOK A€ KUT ITpOoNeCC OTAOKEHIA aMINA01Aa.



AuarHocTuka

HecMmoTpst Ha TO 4TO TKaHeBasl OMOIICKA ABASETCS «30A0TBIM CTaHAAPTOM» B
AVIaTHOCTVIKe aMI/A0MA03a CepAlia, IlepBble IPU3HaK!, XapaKTepHbIe 4151 OTAOKeHVI
aMIAOVAA B MUOKapAe, BEIABASIOTCS C IIOMOIBIO HEMHBA3MBHBIX METOAOB :

« OKI

*  OxoKI

e MPT cragoanuuem

CounTtnurpadus ¢ Me4eHbIM CBIBOPOTOYHBIM P-KOMIIOHEHTOM aMMA0uAa.

« OAK

* buoxmmuyeckuit aHaAM3 KpoOBU (IMHePraoOyAMHeMIs], TUII0aAB0yMUeMILs)
* Anaaus mouu (ITporepunypuet!)

* JIMmyHOXMMIYECKHe 1ccaes0BaHNs O€AKOB CBIBOPOTKY KPOBU

* OnpeaeaeHne HaTpuypeTndeckoro renruga u T'pononmna C

13 MHBa3MBHBIX METOAOB VICIIOAb3YeTCsS TPeaHOOMOIIC I KOCTHOTO MO3Ta ¥ OMOIICH:
TKaHel(4eCHBI, CTEHKI IIPSIMOI KUIIIKN) 4451 OOHapy>KeHUsI aMILAOAa



OKI': Huskuit BoabTax U 1ceBA0VHQpapKTHLIE
M3MEHEeHUsI — XapaKTepHbIe
pAeKTpoKapauorpaduieckye IpusHaKu
aMI/A0MA03a cepalia



OxoKT*

* a— INpU3HaKM KOHLIEHTPUYECKOI
rurniepTpodun Muokapaa oooux
JKeAYAO0YKOB C XapaKTepHOM 3epHICTON
CTPYKTYPOI1, BIpakKeHHasI ArAaTaliyisl
000MX IMpeAcepANIL HpY HOPMaAbHOM
oObeMe >KeAyA04KOB;

* 0 - HapyIIeHne AnacroAndecKon GyHKInmu = b ﬁ. M -P A‘*
h‘ e

A€BOIO XXeAyA04Ka I10 PeCTPUKTUBHOMY Ye. 38 . I8
TUILY; “" W ’ *

* B — CHVDKeHUe IIPOJ0ALHON ' -
CHCTOANYECKOM depOopMaLii 1€BOTO
JKeAyA04uKa




MPT cepana:

* a— [IPpU3HaKM KOHIIEHTPUYECKOI TUIlepTpopum MIUOKapaa A€BOIO JKeAyA0uKa,
AVLAaTanys IIpeacepAnl, YMepPeHHbIN IApOoIlepuKap 1 IpaBOCTOPOHHUI
IAPOTOPAKC;

* O — B OTCpPOUeHHYIO a3y I10CAe BHYyTPUBEHHOIO BBeAeHIsI Tal0AVHIEBOTO
KOHTPACTHOIO IIperapara OTMe4YaeTcss KOHTPACTHPOBaHMe CTEHOK IIpeACcepAit
(CTpeAKM) ¥ MHTpaMypaabHOe KOHTpacTUpOBaHMe IlepelHeOOKOBO CTEHKI
A€BOIO XXeAyA04Ka B BIAe I1I0AYyKOAbLIa (IIyHKTVPHAs CTPeAKa)



buonrar cteHKU IpsIMOI KUIIKMA (&) M CAU3ICTON 000A04KHU AecHBI (O),
OKpacKa KOHTO KpacHBIM. BbIsIBAeHBI KpYIIHBIE ACTIO3UTHI aMIA0MIAA B
CTeHKaX COCyA0B (KpaCHOKOPUYHEBOTO I1BeTa)



Endomyocardial biopsy amyloid cardiomyopathy high power
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High-powered view of section of an endomyocardial biopsy in a patient with TTR
amyloidosis stained with sulfated Alcian blue. Green staining is amyloid. Note the
extensive replacement of myocardium by the extracellular amyloid deposits.

UpToDate



AuddepennnaabHast AarHOCTUKA

HacaeactBenHas gyictoHn4eckas AUnmAo3 (0oaesus Padpn)
MukceaeMaTo3Has KapAVOMUOIIaTUSL IIPU TUIIOTIIPEO3e
I'uneprodpuueckast KapA1OMUOIIATHS

lanomnatnyeckas peCTpUKTUBHAS KapAMOMOIIATYL
I'emoxpomaros

Capkonaos

I'anKoreHo3bI



/legyeHne

daMeaaeHue daMeaaeHue
aMIA01AOTeHe3a passutyss CH

/ledeHuIe TIalJMEHTOB C aMIAOUAO30M CepAlia IIpeACTaBAsdeT 3Ha4TeAbHbIe
TpysHoctu. C Heapio NoAaBAeHNI aMIUAOVAOTeHe3a UCIIOAB3YIOTCs Pa3AdHbIe
CXeMBI ITOAMXMMIOTepalliy, MMMYHOZeIIpeCcCUBHEIe ITpernaparsl. B OoapmmHCTBe
CAy4aeB AedyeHNe aMIA0MA03a cepalia CBOAUTCS K 3aMeAA€HIIO
IIPOTPeCCUPOBaAHIS CePACUHON HeAOCTaTOYHOCTU.



« HamnbGoaee pacripocTpaH€HHOI cxeMOI1 Ae4eHus! sABAaseTcsa cxeMa MDa:
MeadasaH ¢ gekcaMeTa3oHOM. [ Ipumenenne Bpicokux 403 Meadasana (HDM) c
I10CAeAYIOIIeN TpaHCIIAaHTalMel ayTOAOTUYHBIX CTBOAOBBIX KAETOK
nepudepuyeckon kposu (SCT) B HacTosAIIIee BpeMs cduUTaeTcs Hanboaee
9(¢pPeKTUBHBIM MeTOoA0M AedeHns AL- ammaonaosa

* AoxaszaHa ¢ PeKTUBHOCTD B AeueHnn AL-amuaonaosa 0opresomnoa
(MHTMOUTOP IPOTEacoM), CIIOAb3YEeMOIO B A€4€HII MHO>KeCTBeHHOM
M11€10MBI

* Ilpucoeannenne 3acTOMHON CepAEYHON HEAOCTAaTOYHOCTI U apTepyraabHO
TUIIOTeH3MM Ha MO3AHUX CTaAVIX 3a00A€BaHNsl, OAHAKO, OTPaHI4Y/BaeT
IIPOBeeHNe XMIOTepalni ! Ilepecaakyl KOCTHOIO MO3Ia B CBA3Y C BBLICOKUM
PVICKOM Pa3BUTNS OTE€Ka AETKNX I HeCTaOMABHOV TeMOAVHAMUKIAL.
IIpennapaTamu BeIOOpa OCTAIOTCST AUYPETUKIA.



3HayeHVe TpaHCIIAaHTallUI cepAlia KaK MeTo4a A€4eHIs aMIA01A03a
cep4lia OKOHYaTeAbHO He onpejeaeHo. Pe3yabTaT 3aBUCUT OT TIIATEABHOTO
11o400pa pelINIIMeHTa; TaK, HallMieHThl C KOHEYHBIM AVaCTOANYECKIM
pa3zMepoM AeBOTo Keaya04dKa MeHee 46 MM I10Ka3blBaAl

IL10XYIO BLIKVBaeMOCTb. B TO >ke BpemsI HoAy4eHbl

XOpolllNe pe3yAbTaTsl TpaHCIIAaHTallUN cepAlia B KOMOMHALU C
BBICOKOAO3HOVI XMMMOTepaIiney 1 rmepecaaxon

KOCTHOTO MO3Ta, 4TO B AaAbHENIIIEeM MOXeT CTaTh aAbTePHAaTUBOI B
A€YEeHNY ITalJVIeHTOB C aMIAOUA030M U CepACYHON HeA0CTaTOYHOCTLIO.




daKA0oueHue

3a 1ocaeaHee AecsATyleTyie B KOpHe M3MEHUAOCh ITpeAcTaBAeHre 00 aMuA0UAO3E,
€I0 AVMarHOCTUKE M METOAaX A€UEeHISI, UTO IIO3BOANAO AOOUTHCS 3HAUMUTEALHOIO
KAVMHNYIECKOTO VAVUITIeHNs B psAe cAavdaeB. B To ke BpeMs AMarHOCTHKA
aMIA01A03a cepAlla IpeAcTaBAseT 3HaUYNTeAbHbIE TPVAHOCTY B PYTUHHOM
IIpaKTUKe TepalleBTOB U KapANOAOTOB BO MHOTOM 113-3a Pa3MBITOCTHU
KAVHWYECKVX ITPOSIBAEHUI, KOTOPble MOIVT OBITh XapaKTEePHBI AAST APVIVIX
3200.1€BaHUIL.
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