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Pestome

Pa3Hoobpasme KAMHMYECKMX POPM aMUNoMA03a CBA3AHO C Pas/INYUAMU aMUIOUAOTEHHbIX 6e/KOB-NpejLecTBeHHMKOB. BoBieyeHne cepaua xa-
pakTepHo ana AL- n ATTR-aMunonaosa, npu 3ToM nopaxkeHue cepjua passuBaeTtca y nogasastowero 6o0bwmHcTBa 601bHbIX € AL-amuaongosom
ny 50— 60 % naymeHtos ¢ ATTR-ammnongosom. ATTR- (TpchmpeTMHosblVl) aMWUIOMA03 — OAVH U3 BapUaHTOB CUCTEMHOTO aMUIOMA03a; 6eNKOM-
NpeALeCcTBEHHUKOM ABAIAETCA TPAHCTUPETUH MPU HAIMYMU MyTaLWiA B €ro MoJieKy e (ceMeliHble pOpMbI) UM BO3PACTHbIX HAPYLUEHWAX CEKPeLMM ero
TeTpaMepoB. /lo HeJaBHEro BpeMeHN CHUTANIOCh, YTO Ha TEPPUTOPUMN POCCMUM TPAHCTUPETUHOBBLIN aMUI0NA03 He BCTpeyaeTcs. OfHaKo BHeApeHue
B NMPaKTMKY METO/0B MO/IEKYIAPHO-TeHeTUYECKOM ANAarHOCTUKM MyTaLuii TpPaHCTUPeTMHA NPOAEMOHCTPUPOBaso BcTpevyaeMocTb ATTR-aMunongosa
B Poccuun c yactoToi, 6a13KoI K CpeiHeeBPONENCKON A1 He SHAEMUYHBIX 30H. B cTaTbe NnpeAcTaBieHO KAMHMYeCKOe HablodeHne CUCTEMHOro aMu-
nonjo3a y naumeHTKM cpegHero Bo3pacrta. 3aboseBaHue geboTvpoBaso B Bo3pacTe 54 sieT Kapna/ibHblM TYHHe/IbHbIM CMHAPOM. B nocneaytouem
AOMVIHVPYIOLLUM NPOsB/eHVeM 3a60/1eBaHUA CTana pedpaKTepHas K Ie4eHNIO XpOHUYecKas cepAeyHasn HeJoCTaTOYHOCTb. BbisiB/IeHHbIe B AMHaMUKe
HEOAHOPOAHOCTb CTPYKTYPbI U 3HAYUTE/IbHOE YTO/ILEHNE MUOKapAa MPU COXPaHHOM GppaKLmm BbIGPOCA B COMETAHMM C HOBBIMM CUMMTOMaMM (Auna-
pes, opToCTaTMyecKas apTepuasbHas rmrnoTeHsus, nepuopbuTanbHas nyprypa, NpoTemHypus) 6biaM pacLeHeHbl Kak MHGWUAbTPATUBHOE NOpaXeHue
cepALa B paMKax CUCTEMHOrO aMuaounzo3a. PasBuBLIasncA acUCTONMA NOCAYXMAA NPUHUHON SieTalbHOro ucxoga. Mo pesyabTatam ayToncum gua-
rHO3 CUCTEMHOro amMuiomao3a 6bl1 NoATBepXAeH. B cTaTbe 0bcyxaatoTca Bonpochl AnddepeHuymanbHol anarHoctukm AL- n ATTR-ammnnongosa,
OCHOBaHHOW Ha aHa/13e aHaMHeCTUYECKMX U KIMHNYeCKMX AaHHbIX. [ebtoT 3aboneBaHnA C CMHAPOMa Kaprna/ibHOro KaHasia, MporpeccupyoLas Anc-
Ta/lbHaA HeBPOMaTUA B COYETaHNM C aBTOHOMHOW ANCHYHKLMeN, JOMUHMPYIOLLee NOopaXeHne cepALia, OTCYTCTBME aMUIONA03a MOYeK MO JaHHbIM
ayToncuu, ANUTeNbHOCTb 3a60/1€BaHMA C MOMEHTa KIMHUYECKON MaHndecTaLmm Ao neTanbHoro ncxoga 43 mecsua B 60/blueli CTeneHn yKasbiBaeT
Ha ATTR-amnnonz03. B ctaTbe TakKe 06CyAal0TCA COBPEMEHHbIE MOAXOAbI K AUArHOCTUKE aMUIOMAHOMO MOPaXKeHWs CepALLa B KIMHUYECKOW NpakK-
TUKe, YKa3blBaeTCA Ha BO3HMKAOLWME NpY 3TOM TPYAHOCTU, NOAYEPKMBAETCA BaXHOCTb PaHHEl AMarHOCTUKM aMUNOMAO3a CepALa, YTo nossosseT
peannsoBaTb BO3MOXHOCTM COBPEMEHHbIX METO/0B JIeYeHUA aMUIoNA03a.

KnroueBbie cnoBa: cucmemtbili amunoudos, ATTR-amunoudos, amuaoudos cepdya, XpoHU4ecKas cepoedHas HedocmamoyHOCMb, NOAUHEBPO-
namus
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Abstract

The diversity of clinical forms of amyloidosis is related to differences in amyloidogenic precursor proteins. Cardiac involvement is characteristic of
AL- and ATTR-amyloidosis, with cardiac involvement developing in the vast majority of patients with AL-amyloidosis and in 50-60 % of patients
with ATTR-amyloidosis. ATTR- (transthyretin) amyloidosis is one of the types of systemic amyloidosis, the precursor protein of which is transthyretin
in the presence of mutations in its molecule (familial forms) or age-related disorders of its tetrameric secretion. Until recently, it was believed that
transthyretin amyloidosis did not occur in Russia. However, the introduction of molecular genetic diagnostic methods for transthyretin mutations
has demonstrated the occurrence of ATTR amyloidosis in Russia with a frequency close to the European average for non-endemic areas. The article
presents the case report of systemic amyloidosis in a middle-aged woman. The disease presented at the age of 54 years with carpal tunnel syndrome.
Subsequently, chronic heart failure refractory to treatment became the dominant manifestation of the disease. Heterogeneity of structure and
significant myocardial thickening with preserved ejection fraction detected in dynamics in combination with new symptoms (diarrhea, orthostatic
arterial hypotension, periorbital purpura, proteinuria) were considered as an infiltrative heart lesion within the framework of systemic amyloidosis. The
result was a fatal asystole. Autopsy findings confirmed the diagnosis of systemic amyloidosis. The article discusses the issues of differential diagnosis of
AL- and ATTR- amyloidosis based on the analysis of anamnestic and clinical data. The onset of the disease with carpal tunnel syndrome, the progressive
distal neuropathy combined with autonomic dysfunction, the dominant cardiac involvement, the absence of renal amyloidosis according to autopsy
data, and the duration of the disease from the time of clinical manifestation to death of 43 months are more indicative of ATTR amyloidosis. The article
also discusses modern approaches to diagnostics of amyloid heart lesion in clinical practice, points out the difficulties arising in this case, emphasizes
the importance of early diagnosis of cardiac amyloidosis, which allows to realize the possibilities of modern methods of amyloidosis treatment.

Key words: systemic amyloidosis, ATTR-amyloidosis, cardiac amyloidosis, chronic heart failure, neuropathy
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AJl — aprepuanbHoe maBnenue , VIMM — mupexc Maccel Myokappia, KJIP — xoHeuHsl1 guactomrdecknit pasmep, JDK — mesbiit sxenymouek, MOKIT —
MeOKenmyiouKoBas neperopoaka, OAI — oprocrarmdeckas aprepuanbhas runorensus, IDK — mpassiit xemynodex, CIIJIA — cucronnmdeckoe fasnenme
B neroyHoit aprepun, ®B — ¢paxuusa Bribpoca, XCH — xpoHnueckas cepiedHas HefoCTaToOuHOCTD, DKI' — amekTpokappmorpadms/snekTpoKapano-

rpamma, 9xoKI' — sxokapanorpadus, NTproBNP — N-koHI1eBOIT IPOIENTH HATPIYPETIIECKOro ropMoHa B-Tuma

CycTeMHBIM aMIION030M Ha3bIBAIOT IPymITy 3aboje-
BaHWIT, BHI3BAHHBIX BHEK/IETOYHBIM OT/IIO)KEHNEM Hepac-
TBOPUMBIX (prOPM/IIAPHBIX GENKOBBIX MacC — aMUIONU[A,
uMerIux 06wy ¢(u3ndeckyo (KpucTantononobHyo)
CTPYKTYPY. YIOPSAZOIEHHOCTD CTpOeHMs PUOPIIIT aMIUIIO-
npa obecreurBaeT OFHOTUIIHOE OTHOIIEHNE K KPAaCUTE/AM
pu MOPQOIOTNIECKOM UCCIENOBAHNUM, B YaCTHOCTI KOH-
TOGUIBHOCTD, C U3MEHEHIEM IIBeTa Ha sI6/I0YHO-3€e/IeHbII
B IIOJIPM30BAHHOM CBeTe. PasHOOOpasme KIMHUYECKUX
dbopM amuIonyi03a CBSI3AHO C PasIMYMAMU aAMUIOU/IOTEH-
HBIX 0€NKOB-IIPEAIIEeCTBEHHIKOB, KOTOPBIX B HACTOsIee
BpeMsi u3BeCTHO Oonee TpupnaTu [1, 2].

Cpenu Bcex popM CICTEMHOTO aMITIONT032 B TEPATIEB-
TUYECKOJ MPaKTHKe dallle BCTPEYanTcs: AA-aMUION03,
OpM  KOTOPOM  OeNKOM-TIPENIIECTBEHHUKOM  SIB/ISIETCS
ocTpoa3oBblil 6ETOK XPOHMYECKOTO BOCHAIeHMsT SAA,
n AL (AH)-aMmnonpos, mpu KOTOPOM B KadecTBe Oes-
Ka-TIpefLIeCTBEHHMKA BBICTYIAIOT jerkue (L) wmm Tsxe-
nbie (H) memym MMMYHOIZIOOYIMHOB IIPY ITa3MOKJIETOY-
HBIX [JMCKPAsVsIX, BK/IIOYAs MHOXXECTBEHHYIO MIETIOMY.
ATTR-(TpaHCTUPETVHOBBIN) aMWION[03 TalOKe ABJLACT-
cs1 cucteMHOI QopmMoi amMummonposa, OenKoM-Ipeniie-
CTBEHHMKOM SIBJISIETCSI TPAHCTUPETHH (O€IOK, TPaHCIop-
TUPYIOLINII TUPOKCUH VM PETVHON) HPY HAIMINU MY TaLinil

L4

B €r0 MOJIEKY/Ie IIpU CeMeiHbIX (popMax MIM BO3PACTHBIX
HapYIIEHUAX CeKpeLUN ero TeTpaMepos [1, 2].

Jlo HemaBHEro BpeMeHU CUUTA/NOCh, YTO Ha TEPPUTO-
pun Poccun TpaHCTHMPETUMHOBBIN aMUION/I03 HE BCTpeda-
erca. OgHAKO TOCTe BHENPEHNA B PYTUHHYIO NPAKTUKY
METOIOB MOJIEKY/IAPHO-T€HeTUYEeCKO)l AUATHOCTUKU MY-
TalViI TPAHCTMPEeTNHA coTpymHuKamy KayHnky E.M. Ta-
peeBa 6110 IPOfIEMOHCTPUPOBaHO, 40 AT TR-ammonnos
BcTpedaercss B Poccun ¢ 9acToToit, 61M3K0It K CpefHeeB-
POTIEICKON /1A HE SHAEMUYHBIX 30H (8% mo CpaBHEHUIO
¢ 10% coorBercTBeHHO) OCHOBBIBASICh HA JAHHBIX O /I~
Te/IbHOCTM BpPEMEHM, IpOllefllero OT Hayaja IepBbIX
IIPOSIBJICHNUII IO YCTAHOBJIEHM AMarHo3a (MenyaHa 69 Me-
CsilleB), aBTOPBI [ie/al0T BBIBOJ, O runopguaroctuke ATTR-
ammonzose B Poccum [3]. IlpencraBnsiemoe KiamHMYe-
cKoe HaOJIofieHne MOXeT CIY>KUTb WIIICTPALUell 9TOro
YTBEPKIEHUA.

IManuentka I1., 58 net, saTHMYeCKM pyccKas, BIEpBbIE
OTMeTH/IA TOsIB/IEHNEe C1aboCTM, OBICTPOI YTOM/IIEMOCTIL,
OZBILIKY IIPK XOAbOe B YMEPEHHOM TeMIle B Hos16pe 2021
IOC/Ie IIepeHeCeHHO! KOPOHAaBUPYCHOM MHpexunu. B re-
JeHe TOCTeAYIOMUX 4-X MeCsAleB TOMePaHTHOCTb K du-
3MYeCKOI Harpy3Ke CHVDKAJIach, OfIbIIIKA CTala BOSHMUKATh
mpu xoppbe Ha 50-100 M M B HOYHOE BpeMs, IOSIBUIICH
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ceppLieOueHe, OTEKN CTOII 1 TOJIEHEIl, SIU30/bI TUIIOTO-
HuM. B mapte 2022r mpu o6cnefoBaHuM B LIeHTPaIbHOM
PailoOHHOJ OO/IbHMIIE BBLAB/ICHA JIETOYHAA TUIIEPTEH3NUA —
cucTONMMYecKoe fiaBieHue B jierouHoit aprepum (CIJIA)
60 MM PT. CT., perypruTanyus Ha TPUKYCIUIATbHOM Kila-
naHe, nosbiienne JI-gumepa mo 900 Hr/mn (mpu HOpMe
0-550 Hr/m1). BoicTaBieH fuarHos TpoM609M60INN 1eroy-
HOJI apTepuyl MeJIKMX BeTBeil ¥ Ha3HaYeHbl pUBapOKcabaH
20 mr, 61coIponon 2,5 MI, CIMPOHONIAKTOH 25 MT, Topace-
mup 5 Mr. Jledenue 61710 HedPPEKTUBHO, B CBA3Y C YeM
B Mae 2022r manyeHTKa rocnuTaasuposata B O6acTHyIo
KImHr4ecKyio 6onpuuny (r. Caparos). Ilpu cbope aHam-
He3a YCTaHOBJIEHO, 4TO [0 KOPOHABMPYCHOI MH(EKIUN
3a00/1eBaHNMIL CEpAEeYHO-COCYUCTON CUCTEMbI HE 6BL10;
B 19951 BbINIONIHEHA X0O/MenuCcTaKTOMMA; B 20191 mposeeno

OIlepaTMBHOE BMEWIATE/IbCTBO IO IOBOAY KapHalbHO-
TO TYHHEJIbHOTO CUHJIpOMa ClieBa; poibl — 1, MeHomaysa
¢ 56 net. Oteny yMep B Bo3dpacrte 74 jeT oT 3a00jeBaHMsA
ceppa (YTOYHUTD He MOXKET), y MaTepu 82 JIeT JUarHOCTH-
poBaH caxapHblit guabet 2 tumna. [Tpu nocrynnenun y na-
LIMEHTKY MMENCh IPU3HAKM 3aCTOA 110 JIBYyM KpyTraM Kpo-
BOOOpalIeHNst: OTEKM TO/IeHe, HOMOXKUTENbHBIN CUMIITOM
[Tnemra, Ba>kHbIe XPUITBI B HVDKHUX OT/e/IaX JIETKUX. TOHBI
cepAila IPUINYLIEHbI, YUCIO CEPHEYHBIX COKPALIEHMIA
72 B 1 muH., aprepnanpHoe pasrenue (All) 120 u 70 mm
pT. ct. ITo TaHHBIM KOMITBIOTEPHOIT ToMOrpaduyl B IETKMX
BBIABJICHBI MHTEPCTUIMA/IbHBIE 3MEHEHNA, IPU3HAKY Be-
HO3HOTO 3aCTOs, ABYCTOPOHHUII ruapoTopakc. ITo pesynnb-
taraM sxokapayorpaduu (9xoKI') ¢ppakunsa seidpoca je-
Boro xenygouka (OB JIK) 66 %, nHmeKc Macchl MIOKapyia

Tabnuya 1. Junamuxa nokazamesneii KIUHU4eCK020 U OUOXUMUHECKO20 AHANIUZ08 KPOBU
Table 1. Dynamics of complete blood count and the biochemical blood test

IToxasarenu/Parameters Maii 2022r/ ABrycr 2022r/ Mapt — anpenn 2023r/
Iara/Date May 2022 August 2022 March — April 2023

12
Apurpounts RBC, 10'2/n1/ 43 5 40
Red blood cells RBC, 10/
Jlevikouutst WBC, 10°/n1/

) 10, ,2
White blood cells WBC, 10°/L 6,6 0.6 J
Temorno6un HGB, r/n/
Hemoglobin HGB, g/L 131 11 124
Tpombonurer PLT, 10°/n/
Platelets PLT, 10°/L 294 341 323
CO3, mm/uac/ 13 15 18
Red blood cell sedimentation rate, millimeters/hour
O6uynit 6enok, r/n{ 60.3 617 53.8
Blood serum protein, g/L
AnpbymuH, r/.ll/ 37 381 377
Serum albumin, g/L
era"l.“I/I?U/IH, MKMOIB/1/ 724 87.1 101
Creatinine, umol/L
C-peaK"l'I/[BHbII/I .6e7101<, mr/n/ 1.9 17.32 21,7
C-reactive protein, mg/L
Kopruson, umonn/n/ VccnepoBanne UccnepoBanne
Cortisol, nmol/L He BBITIOTTHANTOCH He BBITIOTHSIJIOCH 659
N 150-660 study not performed study not performed
WccnemoBanue
NTproBNP, nr/mn 156,4 He BBITIOJIHAIOCH 2259,9
study not performed

AJIT, En/n/
ALT, units per liter 18,3 19.8 11,3
ACT, En/n/
AST, units per liter 27 214 16,3
I'mroko3sa, Mmmonb/n/
Glucose, mmol/L 45 6.0 >4
Xonecreput, MMOb/ 7/
Cholesterol, mmol/L >4 >0 41
Na, mmorns/n/
Sodium, mmol/L 141,9 135,2 134,1
K, mmons/n/
Potassium, mmol/L 395 43 4>
Ca, mmonb/n/ 1,22 1,24 1,22

Calcium, mmol/L

Ipumevanne. AJIT — amannnamuuorpancdepasa, ACT — acmapraTammHOoTpaHChepasa
Note. ALT — alanine aminotransferase, AST — aspartate aminotransferase
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nesoro xxenygouka (VIMM JDK) 97 r/m? (M-pexxum), CIIJIA
55 MM pT. cT. [Ipy XOnTepoBCKOM MOHUTOPUPOBAHUN I7TEK-
tpokappuorpammsl (9KI') sadukcupoBanbl penkie HamxKe-
JIyIOYKOBbIE ¥ OMHOYHBIE TOTUMOPQHBIE XKeTYLOIKOBbIE
aKcTpacucTonsl. ITo pesynbraTam [ynmeKCHOTO McclefioBa-
HIS BeH HIDKHMX KOHEUHOCTEN IAaTO/IOTUMU He BBIABJIEHO.
JIabopaTopHbIe II0Ka3aTeni, B TOM 4ICTIe TPOITOHMHBI, Kpe-
aruHdocdoknnaza MB, C-peaxTuBHbBII 6enoK, [-mumep,
o61uit 6€I0K HAXORMINCH B MIPeeaX HOPMaTbHBIX 3Ha-
4yeHMit, N-KOHIIeBOI IIPONEeNTH], HaTpUYpPeTUIeCKOro rop-
moHa B-tuma (NTproBNP) 156,4 nr/mn. Bonee monnbie
[aHHbIE IpUBeeHs! B Tabmuie 1.

IIpu OTCYTCTBUM KAMHMYECKMX ¥ MHCTPYMEHTATbHbBIX
MIPU3HAKOB TPOMOOIMOOIII JIETOYHOIT apTEPUN, MUOKAp-
[MTa, NIIEMITYECKOlT 60IE3HN CepALia B KaueCTBe IIPUIMHBI
XpOHMYecKoit cepaevnoit HemocratrouHoctu (XCH) puma-
THOCTMPOBAaHA KapJMOMMOIIATHA HEYTOYHEHHOTO TeHe3a.
Ha ¢one npoBomymoit Tepamuy HEPUHAOLIPUIOM 4 MT,
61conpononom 2,5 Mr, cnmpoHomakToHoM 100 Mr, Topa-
CeMMIOM 5 Mr HaOmmanach MONOXKNUTENbHAS IMHAMUKA.
[ToBropHas rocnutamusanyst B O6IacTHYIO KIMHUYIECKYIO
6onbHUIYy mpoBefeHa B aBrycre 2022r. Ilpu perymsipaom
[pueMe MpenaparToB B TedeHue 2,5 Mecsies nepudepude-
CKI€ OTEKV OTCYTCTBOBA/IM, OFbILIKA B IIOKOE He OeCIIOKo-
M7a Y TIOABJIANIACh TONIBKO IPY YMEPEHHOI HarpysKe, HO 3a
MecsIl 0 TOCIUTAIN3aIUY MAI[MeHTKa OTMeTUIA YCUIeHue
opnpIKy (BO3HMKaMA Ipu Xofbbe Ha 100 M), a TakxKe 3510-
KOCTb CTOIL, JK)KEHNe B MabLiaX KUCTell 06enx pykK 1 HOL,
60111 B MKPOHOXKHBIX MbILINaX Ipu xopbbe. Craemyer oT-
METHTb, YTO CHIDKeHMe OOJIeBOI U TaKTUIBHOI IyBCTBHU-
TETbHOCTN IIO TUITY «II€PYATOK» M «HOCKOB», ITapeCTE3UN
HaO/TIOa/INCh B TeYeHMe MOC/IeIHNUX 3 JIeT, HO ObUIM MeHee
BBIPQKEHBL. Pe3y/nbrarsl 71a00PaTOPHOTO M MHCTPYMEH-
TQJIBHOTO JICCTIeNOBAHNII IPEACTAB/IEHBl B Tabmmiax 1 u 2.
ITo mannpiM OxOKI' B iMHAMMKE MOYXHO OTMETUTD YBEN-
gyenne VIMM JDXK ¢ 97 o 122 r/m? (M-pexxum), He6omb1I0E
yTOMILIeHMe TIepefHeli CTeHKY IpaBoro xenypouka (IDK)
1o 0,55 cm. HeBponmorom guarHoctupoBaHa AyucMeTabomnm-
yeckasg CEHCOPHO-MOTOpPHasA monuHeBpomatuA. IlanmeHT-
Ka BBIIMCAHA C PEeKOMEHJAUMAMY IPOAO/DKUATL TepaInio
MHIMOUTOPAMI AHTMOTEH3MHIIPEBPAIIAOIero pepMeHTa,
muypetukami, b-6moxkatopamu. HeBponorom pexomeHo-
BaH IIpVieM TMOKTOBOI KMC/IOTHI, TabarleHTNHA, BUTAMIUHOB
rpymnsl B, 6ennnkiana. ITocme BBIMNMCKM M3 CTalMOHApa
B ceHTs0pe 2022r ManyeHTKa OTMeTIIA [IOsIBIeHNE [yapen
1o 3-4 pa3 B cyTku. CHMOTOMATIYECKUI TIPMEM CMEKTBI,
nonepammnzia He 651 adpdexTnBHBIM. B HOsOpe mpu amOy-
JIATOPHOM 00 C/IeJOBAaHNMI AMATHOCTHPOBAHBI XPOHMIECKII
TacTPUT, XPOHNYECKUIT OM/IMApPHBII ITaHKPEATUT, [O/INXO-
CUTMa, AVBEPTUKY/IbI CUTMOBU/IHOI KUIIKY, TeMOPPOIL.

C suBaps 2023r HaOIIOHANTOCh POrpecCHpOBaHIE
XCH, B cBsi3U C 4eM IIPOBEJEHO yBelInueHne obpema an-
YPEeTUYECKON Tepanuu: Ha3Ha4eH CIMPOHOMAKTOH 200 Mmr,
topacemup, 40 mr. B anpene 2023r mauyueHTKa IOBTOPHO
rocinranuauposaHa B O61acTHYI0 KIIMHNYECKYI0 60/IbHI-
Iy ¢ >kajo06aMy Ha ObILIKY IIPY MMHUMAJIbHOI (usnde-
CKOJI Harpyske, OTEKM TOJIEHEN, IIOTEMHEHNE B I/Ia3ax Ipu
mepexofie U3 TOPU3OHTATbHOTO B BEPTUKA/IbHOE ITOIOXKe-
HIe Tejla, CHYDKeHVe Macchl Tema (30 KT 3a rof), JOKeHme
B MAjblIaX KUCTENl PyK, HPOTPECCUPYIOLIYIO CTaboCTb,

Pucynox 1. [lepuopbumanvnas KoxHas nypnypa
(cumnmom «enasa enoma)

Figure 1. Periorbital cutaneous purpura (the «raccoon
eye» symptom)

KUK CTya 2 — 4 pasa B cyTku. IIpu ocmoTpe obparna-
JI0 BHVIMaHII€ HOSIB/IEHIIe HOBOTO CHMIITOMA — IIepropou-
TaJIbHON KOXXHOI yprypsI (puc. 1).

AJl B ropusoHTanbHOM nonoxxeHun 120 — 110 u 85 MM
PT. CT., IpK IIepexofie B BePTUKAIbHOE NOIOXKeHe 3a(uK-
CUPOBaHO CHIDKeHMe cucromyeckoro All mo 85 MM pr. cT.,
AMACTONNYECKOT0 — 110 60 MM PT. CT. Ilynbc HEPUTMUYHBIN
¢ gactoroii 68 — 75 B 1 muH. I1o JaHHBIM XONTEPOBCKOTO
Monutopuposanusa OKI amarHocTMpoBaHa IpexopsAlas
aTPUOBEHTPUKY/IsIpHast 6710kazia 2 crenenu 1 u 2 tuma.

ITo pesynbraTaM TabOpPaTOPHBIX MCCIEHOBAHMIT K-
HUYECKM 3Ha4MMbIM Obi1o moBbiineHrie NTproBNP no
2259,9 mr/mm, ymepeHHas IMIIONPOTEMHEMMSA IIPU HOP-
MaJIbHOM YPOBHe anbOyMuHa KpoBu (Tabnuia 1), mosisie-
Hue npotennypun 1,0 /.

3apeructpuposasa orpuiarenbHas IxoKI-grHammKa:
VIMM JIX yBennumncs o 201 r/m? (M-pe>xum), TonimHa
sagneit crenku /DK gocturna 1,8 cMm, MeXOKemTygouKoOBOI
neperopopku — 2,0 cM, nepexHett crenkn [IDK — 0,83 cm,
pasMephl IIPaBOro Npefcepius yBENNIMWINCh 10 4,46 cMm,
neBoro — n1o 4,05 cm. YTomenne MeXxOoKenyJ09KOBOI I1e-
PEropofiKM 1 CTEHKM >Key[J04KOB U ITPeCePANIi He COIIPO-
BOXJIQJIOCh  9JIEKTPOKapAuorpapuueckumMy IpusHaKaMu
runeprpodun Mrokapsa u ObIIO PacIieHeHO KaK BEpOsT-
Hoe MHQWIbTpATUBHOE TopaXkeHMe cepaua. [Tpu nccneno-
BaHNN TaKXXe oOpaiianu Ha cebsi BHUMAHIE YMEHbIICHIE
KOHe4YHOro pmacronndeckoro pasmepa (KIP) JIXK ¢ 5,1 zo
3,9 cM, HEOZHOPOJHOCTb CTPYKTYpbl MMUOKAp/ia, COXPaH-
Hasg OB (68,7%) mpu Hammuuu nporpeccupyromeit XCH
(Tabmuma 2).

Broiasnennsle npyu IxoKI mpusHakm pecTpUMKTUBHONM
KapiMOMIOIIATUN ¥ BBICOKAsl OTpPaKaTe/lbHasi CIOCO0-
HOCTb MMOKApfia 36pPHMUCTOTO TUIIA IOCTYKUIN JOIONHMU-
TEeJIbHBIMJ JAHHBIMM, YKa3bIBAIOIIVMM Ha BO3MOXKHOCTDb
aMImIonso3a cepAla. B HalteM HaO/MIOeHNN OTCYTCTBOBAI
TAKOJl JIONIOJTHUTEIbHBIN MPU3HAK, KaK HM3KUI BOJIBTAX
xomiiekcos Ha OKI. OgHako ciefyeT OTMETHUTD, YTO HU3-
xosonbTakHas OKI' B HacTosIlee BpeMs He CIMTAETCA Ha-
IeXHBIM IIPM3HAKOM, TaK KaK BCTpeYaeTcs: TONbKo B 20 %
crygaeB ATTR 1 29 % cnydaes AL-ammmonzosa [3].
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Tabauua 2. Junamuka nokasamerneti Ixokapouozpagpuu
Table 2. Dynamics of echocardiography indicators

IToxasarenu/Parameters Maii 2022r/ Agrycr 20221/ Mapt — anpens 20231/
[ara/Date May 2022 August 2022 March — April 2023

VIMM JIX, r/m?/

Left ventricular mass index, g/m? 7 122 201

DB, %/

Ejection fraction left ventricular, % 66 62 68

CI[HA, MM PT. CT../ 55 44 58

Systolic pressure in the pulmonary artery, mm Hg

KIP JDK, mm/

Left ventricular end diastolic size, mm >1 49 39

Tonuinua 3agueit crenkn JDK, cm/ 10 11 18

Thickness of left ventricular posterior wall, cm > i >

TonmuHa MeXKemyLO4KOBOI IIePeropoAKN, cM/ L0 L1 20

Thickness of the interventricular septum, cm ’ ’ i

Tommuna nepepnneit crenxku IDK, cm/

Thickness of right ventricular anterior wall, cm 0,5 0,55 0.83

JleBoe npepceppue, cm/ 37 3.8 4,05

Left atrium, cm

KapanoMmonarusa pecTpUKTUBHOIO THUIIA C HEOSHO-
POAHOIT CTPYKTYpOIl MUOKapfa 1 coxpanHoi OB mpu Ha-
mnuvn pedpakreproit XCH B codeTaHuM ¢ HABYCTOpPOH-
HUM CUHJPOMOM KapIaJbHOIO KaHaja, OPTOCTATU4eCKON
aprepmanpHoil rumortensueit (OAT), MOTOpHOI Auapeeit
C HOTepeil Macchl Tela, IOpakKeHMeM I0YeK (IpOTeMHy-
pust), mepropOUTaTBHOI KOXKHOI Iy pIypoil («I71asa eHo-
Ta») JIETI0O B OCHOBY 3aK/IIOYEHMsI O CUCTEMHOM aMIION-
nosze. C menpio uckmodeHns AL-ammmonposa B paMkax
MHO>XECTBEHHOJ MIEJIOMBI MccaefoBanca M-rpagueHt
KpOBU U MouyM (pe3y/lbTaT OTPULATENbHBIN), BBIIIOTHEHA
CTepHa/IbHAA IYHKIMA: KOCTHBI MO3I HOPMOK/IETOYHBIN,
mnasmarusanusa 1%. OpHako uccnefoBaHye KpoBY U MOUM
IJ1S1 OIIpefieNIeHNs] COflep>KaHmsl CBOOOIHBIX JIETKUX LieTei
MMMYHOITIOOY/INHOB He BBINO/MHSIOCH, HO3TOMY OfHO-
3HAYHO OTPUIATh Ha/lM4ue y nanueHTKn AL-ammnonsosa,
B TOM YUC/Ié B paMKaX MHOXXECTBEHHOJ MUEJIOMbI, He
IPEeACTaB/IANOCh BOSMOXHBIM. [Ipy 6moncum cnmsucToin
MPAMOIL KUIIKY BBIABUTD aMUIONT, He yanock. IIpuunmasn
BO BHUMAaHNe IHOsIB/IEHIE 3HAYNMMOII IPOTeNHypui, Obira
3armaHupoBaHa Heppobuorncus. Ha BTopoit feHs mnpebsr-
BaHNA B HeppOIOIMIECKOM OTHENICHUY TAl[IeHTKa yTPOM
BHE3aITHO IpM NOAbeMe C KpOoBaTU MOTepsja CO3HAHIE,
IIPOM30IIIa OCTAHOBKA CepfledHOIl feATenbHOCTH, Ha DK
3adukcupoBaHa acucTomnus. PeaHnMaIioHHble MEPOIIPUS-
Tis1 Hea(DeKTMBHBI, KOHCTATMPOBAHA CMEPTh.

3aKTIOUNTETbHBIV KTMHUYECKUT IMarHo3.

OcHoBHoe 3aboeBanye. [IepBUYHBIIT aMUIONI03 C TIO-
paXkeHMeM cepfilia, SKelTyLoIHO-KUIIeYHOTO TPaKTa, coMa-
TUYECKON 1 aBTOHOMHOII HEPBHOI CUCTEMBI, TI0YEK (XPO-
Hudeckas 0oe3Hb mouek cragus C3A2). OTHOCUTeNbHAsA
HEeJJOCTaTOYHOCTb MUTPANbHOTO ¥ TPUKYCNINUATBLHOTO
K/IaIlaHOB C peryprurtanuent 3 cremnenu. Jleroynas rumep-
TEeH3Us 2 CTeTeH.

Ocnoxxuenust ocHoBHoro 3aboneBanusa. XCH c¢ co-
XpaHHOI (paxuell BpIOpOca JIEBOTO >KeTyHOouKa, (PyHK-
nyoHanbHbl Kmacc 4 (NYHA). Aciut, ABYCTOpOHHUIA
rupporopakc. IIpexopsmas aTpuOBeHTPUKYIApHaA O710-
kaga II cremmenm 1 m 2 tmma. Acucronms ot 20.04.2023r.

CocTossHME TIOCTE pPEaHVMAILMOHHBIX MEpPONpPUATUIL OT
20.04.2023r.

ComyrcTByromye 3aboneBanus. JJopcomarusa. ocTeo-
XOHJIpO3 IIEMHOTO OT/e/Na IO3BOHOYHMKA. XPOHMYECKUI
OMnMMapHbIl TaHKpeaTuT. XpOHMYecKnit ractput. [Jommxo-
curMma. JIuBepTUKY/Ibl CUTMOBU/IHOM KMIIKU. [eMoppoi.

[TaTonoroanaroMm4yecKuit fMarHos.

OcHoBHOe 3aboneBaHue. [lepBUYHBI aMMIOUJO3
C IPEeMMYIECTBEHHbIM IOpPa)KeHMeM Cepfilla C ydJacTKa-
MI TIOJTHOTO 3aMelleHNMs MMOKapfla MaccaMi aMuMIONTA
B 3a/IHEJl CTeHKe JIEBOTO KeY/I0uKa, C MOpaKeHNeM IIpefi-
cepAnif, KJIaIaHHOTO allapara, CTeHOK KOPOHAPHBIX U VH-
TpaMypanbHbIX apTepuil, C HIOPa’KeHMEM COCY/I0B ¥ CTEHOK
anbBeOJT JIETKUX, MOPaKeHNEM MOJCAU3NUCTOTO ¥ MbIIIeY-
HOTO CJIOSI JKETy[JOYHO-KUIIEYHOTO TPAKTa, OpbDKENKN
TOHKOJ1 KUIIKM, BHEOPTAaHHbBIX apTePUIl 1 BEH IOYEK.

Takum 06pa3oM, Ipu ayTONCUM AMATHO3 CHCTEMHOTO
aMuIonosa O6blT mopTBepXKeH. I1o pedynrpraraM MaToso-
FOAHATOMMYECKOTO MCCIeIOBaHNs oOpalaeT Ha ce0s BHU-
MaHIe TsDKe/oe mopaxkeHne cepana. Ha pucynke 2 mpep-
CTaBJIEH MAaKpOIIpeIapar ¢ y4acTKOM IIO/IHOTO 3aMeIleHNs
MMOKapjia aMUIOMAHBIMY MaccaMy. MuKponpenapar TKa-
HU cepfilja TaKXe IeMOHCTPUPYET YYaCTOK TOTATbHOTO 3a-
MelleHne MIOKapa aMIIOUIHBIMY MacCaMi, OTIOXKEHMe
aMMIONZa B CTeHKaX apTepuit Muokappa (puc. 3). Cucrem-
HOCTb TIOPKEHUsA MJIIOCTPUPYIOT MUKpPOIpernapaTbl U3
TKaHM JIETKOTO ¥ TOHKOIO KiuiIeuHyKa (puc. 4, puc. 5 co-
OTBETCTBEHHO). Ilopa)keHne mo4eK OBLIO IPEfCTABIEHO
aMMJION/IHBIMU OT/IOKEHMAMM B CTEHKE BHEOPTaHHBIX II0-
YEYHBIX apTepuil X BeH, IPU 3TOM OTIOXKEHMUIT aMIUIoNa
B IIOYEYHOI [IAPEHXMMe He OBUIO BBIAB/IEHO. B cTpyKType
CTPOEHM CaMOJl TKaHM IOYeK OB 0OHAPYKEHbI U3MEHe-
HIA, XapaKTepHble /1A mopakeHn: B pamMkax XCH: ocTpore
M3MeHEHNs 10 TUIY OeIKOBOI AUCTpOoduM U HEKPO3a OT-
TeNbHBIX KIeTOK KaHasbleB, CKaepo3 uHTepcTuuns 30 %.

Bepudnkamus aMmnionga IpoBoAmIach ¢ UCIOIb30Ba-
HIEM KPAaCUTe/Isl KOHTO-KPACHbI U AB/IEHMs AUXPOU3MA
B IO/IAPM30BAaHHOM CBeTe. TMIMpoBaHMe aMIION03a 110
TEXHIYECKUM IIPUINHAM He ObIIO BBIIOTHEHO.
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PABBOP KAMHMYECKUX CAVUIAEB

Pucynox 2. Cepoue. MHoecmeeHHbvie senmosamole
npocnotiKy (0MmaoHeHUs MAcc amMusIouoq)

Figure 2. Heart. Multiple yellowish layers (deposits
of amyloid masses)

Pucynox 3. Muoxapo

Ipumeuanue. 1 — OTIOXKEHUA MACC AMUION]IA B CTEHKE MEJIKOJ apTepui;
2 — OT/IOXKeH N Macc aMmunonza B Muokapzie. Okpacka KoHro kpacHpim;
yBenudenue X20

Figure 3. Myocardium

Note. 1 — deposits of amyloid masses in the wall of small myocardial artery;
2 — deposits of amyloid masses in myocardium. Congo red stain; magnification x20

Pucynox 4. Jlezkoe
Ilpumeuanne. 1,2 — OT/I0KeHIIe MaCC AMUION/|A B CTEHKAX METKIX apTepuii;
3 — OTZI0XKeHMe AMIUION/A B MEXKaIbBeO IsIpHOIL Teperopozke. Okpacka Konro
KPacHBIM; yBenundenue X20

Figure 4. Lung

Note. 1,2 — deposits of amyloid masses in the walls of small arteries; 3 — amyloid
deposits in the interalveolar septum. Congo red stain; magnification x20

O6cyxpeHue

B mpencraBeHHOM KIMHUYECKOM HaOofeHmyu 6Oe3-
YCTIOBHOTO OOCY>KIEHNS 3aC/Ty)KMBAET BO3MOXXHOCTb CBO-
eBpPEMEHHOJ K/IMHMYECKON HAMArHOCTUMKM aMMIOUT03a
n puddepeHIanbHOM AMATHOCTUKY TUINA aMIJIOUO03a.
OTCyTCTBYE XPOHMYIECKUX BOCIIA/IUTEIbHBIX 3a00/IeBAHNIL,
OHKOJIOTMYECKOJ ITaTO/IOIMM, IPENMYIIeCTBEHHOe II0pa-
JKeHNe cepylja M HEPBHOI CHCTeMBI ITO3BOJIAIOT KIVHIYe-
CKII UCKTIOYUTDb BapMAHT BTOPUYHOTO AA-aMumonposa.
CrenoBarenbHo, guddepeHnmanbHas JUarHOCTIKA JOTDK-
Ha BKI04aTh KoHIenuuio AL- u ATTR-amumonmo3sa.

Jle6loToM ammmongosa y 0OCYX/jaeMoil MalMeHTKN
SABW/IACh HEBPOJIOTMYECKasl IAaTO/NOINS — IPOTPecCUpyIo-
mas [UCTaNbHAA CUMMETPUYHAS IOMMHEBPOIATUA, BKITIO-
yaBIlIas CYHJPOM Kaplla/JbHOroO KaHasa. [laronorus Heps-
HOJI CHCTeMBl NJUTETbHOE BpeMsfA paccMaTpuBaiach Kak
COIyTCTBYIOIlee 3a00/eBaHIe, OFHAKO MPU OTCYTCTBUU

Pucynox 5. Tonxuii KumeuHux
HpﬂMe‘laHﬂe. CTPeﬂKaMM YKa3aHbI OT/IOKEHNA MacC aMUJION]Ia BO MHOT X
cocynmax HOHCHMSMCTOﬁ OCHOBBI. OKPaCKa TeMATOKCUIMHOM M 303MHOM;
yBenudenue X20

Figure 5. Small intestine

Note. Arrows indicate deposits of amyloid masses in many vessels of submucosa.
Hematoxylin and eosin stain; magnification x20

caxapHOro nmabera, 3/70yHOTpeOIeHMs aIKOTOIEeM, OT-
CYTCTBUY IPOQeCcCHOHAIbHBIX HATPY30K Ha JIy4e3aIlsicT-
HBIII CYCTaB IeHe3 9TOJ IAaTOJOTUM OCTaBa/lCA He ACHBIM
U BIIOJIHE MOT IOCTAY>KUTb IOBOZIOM JUIsl YIIYO/IEHHOTO
obcrenoBaHys Ha 60jiee paHHUX dTAIlaX pasBUTHA 3a0071e-
BaHKA. 1o JaHHBIM MUTEPATYPHI, MOPaXKeHNe HEPBHO CU-
cTeMbl HabmogaeTcs y 17-35 % 60nbpHbIX AL-aMumongosom
U TIPAaKTUMYeCKM Yy BCeX IIAI[MEHTOB C HaC/lIefCTBEHHON
aMIJIOUJHOJ IIOJIMHEBPOIATHEll pasHbIX TUIIOB, BK/IIOYas
ATTR, npm aToM [IByCTOPOHHMII CMHAPOM KapIajbHOTO
kaHaa xapakrtepeH st ATTR-amnnongosa [3-5].

[Tpu AL-ammnonpose n ocoberno ATTR-amumonpgose
yacTo BcTpedaercs OAI, mpepcraBismomas co6oil Bapu-
AQHT COCYAMCTON HeJOCTaTOYHOCTH, IIPM KOTOPOIl COCY/bI
TEPSIIOT CHOCOOHOCTb MOALEP)KMBATh HOPMabHOE apTe-
puanbHOe flaBlIeHMe B YC/IOBMAX OPTOCTAaTMYECKUX Ha-
rpy3ok. OOBIYHO ITOT CHMITOM CBs3aH C AUCHYHKI[MEN
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aBTOHOMHOII HEPBHOI CHMCTeMbl (aMMIOM[03 HEepBHBIX
CIUIETEHUIT COCYIOB), IPOABIACTCS OLIYIEHNEM JIyPHOTDI
U TIOTEeMHEHJEeM B I7Ia3aX B OPTOCTa3e B COUETAHUY C pes-
KuM cHokeHneM AJl. B TAKenbIX clydasx OpToCTaTUde-
CKasl TUIIOTEH3Ns CONPOBOXKAAETCA 0OMOPOKaMU, a MHOTZIA
NIPMBOANUT K Pa3BUTUIO OCTPOrO HAPYIIEHMS MO3TOBOTO
KpoBooOpamtenysi. [JJaHHBI IPU3HAK SBISETCS OFHUM 13
Hambosnee CyIIeCTBeHHBIX (aKTOpOB HeOIarompusATHOTO
mporuosa [3, 4]. B npencrasnennom Habmogernn OAT npu
rocuuTanusanun B anpesne 2023r crana OfHUM U3 CUMIITO-
MOB, ITO3BOJIVMBIINX IIPEANIONIOKNUTb aAMIIONO3 Y Hallei
nanyeHTKy. CieflyeT KOHCTaTMPOBATh HEJJOOIEHKY Haslu-
yusg OAI Ha JOTOCIMUTA/IbHOM 3Talle.

AproHOMHaA AMCPYHKIUA MaHUECTUPYET HE TOJb-
ko nosiBnerrieM OAT. VIHunbTpauys KuireqdHo! CTEHKN
C IOpaKeHNeM aMWIOWIOM HepPBHBIX CIUIETEHWI Kulled-
HUKa IPOABIAETCA MOTOPHON [Mapeeii ¢ BTOPUYHBIM Ha-
pYLIEHMEM BCacblBaHMs, YTO BIeYeT 3a c00O0Il IOTepro
Macchl Tesa. 3HaYUTENIbHO pexe (4-5%) mpu aMuaoujose
pasBMBaeTCA UCTUHHBIN CHAPOM HAapYIIEHHOTO BCAchIBa-
Hus [3]. IIpy 06Ccy>XaeHny NpUYMH 3HAYUTENbHON [TOTepH
MAacChbl TeNa, YTO OTMEYEHO Y MAIVIEHTKN B TeUeHe ITOCTIeI-
HETo Troia XU3HU, CTIeflyeT YYUThIBATh M PasBUBAIOLIMECH
IIpY aMIION/I03€ HapYLIEHN TPOPUKM MBIIILT Y 60IbHBIX
¢ nepudepruecKot aMmuI0N/JHON TOJITHEBPOIIATHEI.

ITo maHHBIM NMTEpaTyphl, MOpaXKEHME INOYEK B BUTE
IPOTEMHYPUN U IOYEYHOI HEJOCTATOYHOCTY BCTPEYAeTCs
y 80-90 % nanuentos ¢ AL-amunousiosom u muib y 20-23 %
namyenTos ¢ AT TR-ammunonsio3om, saqactyro o6HapyX1Ba-
SICh TIO3Ke MIOPAXKEHMA ceppLia 1 IeprdepriecKorl HepBHO
cucreMsl [4]. VIMeHHO Takas MOCIEN0BATEIbHOCTD IOSBIIE-
HIISI CUMIITOMOB HaO/Iofamach y 00Cy>kKgaeMoi malMeHTKI:
[IpOTenHYpyisi ObIIA BbISIB/IEHA JIMIIb 3a HECKOJIBKO HEJe/b
IO JIETATIbHOTO MICXO/Ia BO BpeMs TOCIMUTA/IN3ALUN B allpe-
e 2023r. OTHeIbHOrO 00CY>KAeHNA 3aCTy)KBaeT IpUYNHA
HOsIBJIEHVS IPOTEMHYPUM Y alueHTKN. C y4eTOM pesyib-
TaTOB IIaTOTIOTOAHATOMMYECKOTO JICCHIENIOBAHNSA, Y HallM-
€HTKJ OTCYTCTBOBA/IV IIPU3HAKY AMVJIONTHOTO TIOPAYKEHN
IIOYEYHOII NTapeHXVMBI, IME/JICh OTIOKEHN aMIUIONTA BO
BHEOPIaHHBIX COCY/IaX ITOYeK, YTO CIIef[yeT CYMTATD ellje Off-
HIUM aprymeHToM B nonb3y AT TR-ammnonpgosa. OgeBupHo,
HOsIBJIEHME TIPOTEMHYpUM 0OYyC/IOB/IEHO (POPMUpPOBAHUEM
3aCTOIHON Mo4kM Ha (oHe mporpeccupyomeit XCH, yemy
COOTBETCTBYIOT MOPQOIOTMIeCcKe N3MEHEHUs HOYeTHOI
HMapeHXUMBI B Bujie 6eIKoBOil fucTpoduy 1 HeKposa Kie-
TOK KaHAJIbIIEB 1 CKJIePO3a MHTEPCTUINA.

[TopakeHne ceppalia pasBUBAETCA Y IOJABAIOLIEIO
6onbuIMHCTBA 60mbHBIX AL-amunonpgozom u y 50 — 60 %
manueHToB ¢ ATTR-ammnongosom. B xnmmHM4Ieckom Kap-
tHe ATTR-aMummonsosa nmopaxeHmne cepiua MOXeT ObITh
TOMUHVpYIOIIMM IposiBleHueM [3,4,6]. VI3BecTHO, 4TO
mws mannenToB ¢ ATTR xapakrepHo 6ojiee 3HAYNTETBHOE
yTonIeHne Myokapaa (Meguana 17 MM, MeXKBapTUIbHbII
pasmax 16 — 18 MM) 10 cpaBHeHMIO C marueHTamu ¢ AL
(menmana 15 MM, MeXKBapTU/IbHbIL pasMax 13 — 16,5 Mm)
[7]. Taxoke ycraHOBAEeH (DaKT 3aBMCUMOCTM IIPOHODKMU-
TETbHOCTD KM3HNU C MOMEHTA IOSIB/ICHN I NIePBbIX IIPM3HA-
KOB 3a0071eBaHMsA OT TiIa ammnousa. Ipn AL-ammnongose
MeJMaHa BbDKMBAEMOCTH TPV €CTeCTBEHHOM TEeYEeHUN CO-
craBnger <12 wmecsaieB. Hemeuennn ATTR-ammnonmgos,

KaK IIPaBUJIO, B Te4eHMe 5 — 15 jieT mporpeccupyer go Tep-
MMHA/IHOI CTaiuy IOPakKeHM:A cepfilja My HepBHOM Cu-
CTeMBI, Me[IaHa MIPOIO/DKNTEIbHOCTI KU3HU COCTAaBIIACT
57 MmecsueB [8]. B HalleM KIMHUYECKOM HAOGMTIONEHUN T10-
paXkeHMe MUOKap/a pruobpeno JOMUHMPYIOIIee IPOsBIIe-
HII€, YTO/IIEHNE MIOKAPAA JOCTUITIO 20 MM, I/IUTEIbHOCTD
3ab60/meBaHNs C MOMEHTA K/IMHUYECKON MaHudecrannm
(cyHZpOM KapHajabHOIO KaHala) IO JIETAJbHOTO MCXOAa
cocraBuia 43 mecsia.

I[Tpu o6¢cy>xmennnu Bonpocos anddepeHnanbHoOl fua-
rHocTuku AL- 1 ATTR-ammumono3sa MOXKHO OTMETUTb, YTO
B IIPEfICTaBJICHHOM C/Iy4ae COBOKYIIHOCTb K/IMHIYECKUX
TAHHBIX U TAaHHBIX ayTOIICUY B GOJIbIIEIT CTEIIEHN yKa3bl-
BaeT Ha ATTR-ammmonmos. I3To 3akma0dYeHNe OCHOBAHO
IpeXKJe BCero Ha HaMM4uuy Takux xapakTepHbix ansg ATTR-
aMMJION/I03a VI HECBOJICTBEHHBIX AL-aMIIongo3y npusHa-
KOB KaK JIJBYyCTOPOHHMII CHMH/[POM KapIIaJbHOTO KaHaja,
OTCYTCTBME IIOpaKeHMA IOYeK ¥ IPOJOLKUTETbHOCTD
JKVIBHM OT MOMEHTa febloTa 3aboneBaHMA, COCTaBUBIIAS
43 mecsinja. CrenyeT IpUHATD BO BHUMAHIE 1 TOT (HaKT, 4TO
BbIpOKEHHAA KapAMOMMOIIATHA C yTOJIIeHeM MUOKapyia
1o 20 MM Takxke 6onee TunmyHa g ATTR-ammionngosa.
PasBurne OAI BcTpedaercs npu obenx Gpopmax aMumon-
7033, B CBA3M C YeM He VIMEeT OIpe/Ie/IAONIero 3HAUeHIA.
Hanuane nosiBuBieiicst B punane 3aboneBanms mepuop-
OUTAZIBHOM KOXKHOJ IypHypbl, Hamboee CBOICTBEHHOI!
AL-aMMI0M7I03y, He MOXKET PacCMaTpUBATbCsA KaK OCHOB-
HbIIT A1 HepeHIPYOMNIT IPU3HAK.

B mpencraBrenHoMm HabmomeHnu OxoKI-uccnenosa-
HIe TO/IIBKO HA IO3JHEN CTafuy 3ab60/eBaHMs BBISIBITIO
TUIINYHYIO JUIA aMIIONM03a IAaTOMOTMI0 MUOKap/ia: BBICO-
KYI0 OTPa)XaTeJIbHYI0 CIIOCOOHOCTh MMOKApHa 3€PHUCTOTO
THUIIA, BBIpO)KEHHOE YTO/IIeHNe MIOKAP/a, PECTPUKTIBHOE
HapylleHue auacronudeckoit ¢pynxuum JDK mpu coxpa-
HeHHOI OB, gunarauuio npencepanii. Henb3s He oTme-
TUTD, YTO IIpK Hajmuuu pedpaxrepHolt K nedenno XCH,
PacCMOTPEHHOJ paHee CUCTeMHOCTM IIATOJIOTUM IIpef-
CTaB/LIETCS Ile/IeCO0OpasHbIM IpoBefeHNe (ojee fuHA-
muaHoro OxoKI-HabmofeHns (B HallleM CIydae MHTepPBal
mexpy nposenenyeM IxoKI' cocrasun 8 mecanes). Cneny-
€T OTMETUTb, 4TO BK/Iaf OXOKI B AMAarHOCTHKY U OLEHKY
IPOrHO3a aMIJION/I03a CepJilia 3HAYUTEIbHO BO3POC C MHO-
ABJIEHVeM BBICOKOMH(GOPMATMBHBIX PEXIMOB TKaHEBON
mommiepomerpun (strain, strainrate u speckle-tracking),
KOTOpBIE B OTE€YECTBEHHOII TUTEpaType MPUHATO 0003Ha-
YaThb TepMMHAMIU «gedopMalusa», «CKOPOCTb medopMa-
LUW» U «OTCAEXMBaHME IATHAa» COOTBETCTBEHHO [3]. Vc-
II0/Ib30BaHNe METOLOB strain u strainrate cpemyu 60IbHBIX
CMCTEMHBIM aMIJION/I030M JIEMOHCTPUPYET, 4YTO HECMOTPS
Ha JIOMUMHMPOBaHMe JMaCTOMNIECKOl CepAevHOl HeloCTa-
TOYHOCTY TPV aMWJIOMIHOV KapAMOMIUOIIATHN M JOBOJIbHO
nospHee CHIDKeHMe (pakiun Bei6poca JDK, cambim paH-
HYM IIPM3HAKOM BOBJIEUEHMA CepJilia ABJAETCA CHIDKEHME
rrno6anpHOI mpoponbHoit fedopmanyn JDK [9].

CoBpeMeHHas AMarHOCTMKA aMIION/[03a Cepflia BKIIIO-
JaeT B ce0s ABe BaxkHeimme ¢asbl: (asy MOAO3peHNUs
u (dasy yCTAaHOBJIEHNSI TOYHOIO [MATHO3d. 3aIOJZO3PUThH
aMIION/I03 MMOKApJa C/IeflyeT Py TOMIIMHE CTEHKY 1eBO-
o >Kelyfo4ka 6oee 12 MM IIpy OTHOBPEMEHHOM IIPUCYT-
CTBUU «KPACHBIX (IaXKKOB» aMWIONZ03a: XOTS OB OTHOTO
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PA3BBOP KAMHMYECKUX CAVIAEB

U3 9KCTPaKapAUa/IbHBIX IPU3HAKOB (IOIVHEBpoIaTny, 6u-
JIaTepa/IbHOTO CMHAPOMa 3aILACTHOTO KaHaJla, aBTOHOMHOI
AUCYHKIVUM, MaKpOIJIOCCUM, KOXKHBIX KPOBOIIOATEKOB,
IPOTEMHYPUY, IIOYEYHON HEeOCTATOYHOCTU) U Kap[yab-
HBIX IPM3HAKOB (CePIeYHOI HEIOCTATOYHOCTY C HEIPOTIOpP-
I[VIOHA/IbHO BBICOKMM ypoBHeM NT-proBNP, «Heo6bsacHu-
MOJ1» IIPABOCTOPOHHEN CEPHEeYHON HEJOCTATOYHOCTH IIpU
COXpaHEHHOI (QYHKIIUM XeTYL0YKOB I KIallaHOB, UAMOIIa-
TUYECKOTro epUKapANaIbHOTIO BBIIIOTA, CTOMKOTIO MOBBIILe-
HJISl TPOIIOHVMHOB, HEITPOIIOPIMOHA/IbHO HU3KOTO BOJIBTAXKA
QRS mnu paHHero HapyIeHus IPOBOFUMOCTH) [5].

daza yCTaHOBJIEHNSI TOYHOTO AMArHO3a OasMpyeTcs Ha
06HapY>XEHNY [UAaTHOCTUYECKMX KPUTEpPMEB aMUION/03a.
ITpenyoxeHbl KaK MHBa3VBHBIC, TaK U HEMHBA3UBHbIE JVa-
THOCTHYECKMe KpuTepuiy. VIHBasuBHbIE JMATHOCTHYECKNE
Kputepuy (0OHapy>KeHIe aMIIOUAHBIX GUOPIIT B cepaed-
HOJI TKaHU JWIN BHEKapfiajbHOe OOHApy>KeHUe aMIIONHA
IpY Ha/IMYMM XapaKTepHBIX Npu3HaKkoB npu IxoKI mmm
MAarHUTHO-PEe30HAHCHOI TOMOrpaduy cepALa) IpUMeHNMbI
KO BCeM (popMaM CepedHOro aMIIOni03a, B TO BpeMst KaK
HeVHBa3VBHbIE KPUTEPUM IMPUHATHI Tonbko ama ATTR [5].
B kadecTBe HEMHBA3UBHBIX KPUTEPUEB IPEIJIOKeHa Mar-
HUTHO-PE30HAHCHAs1 TOMOrpadus cepflia ¢ OTCPOUYEHHBIM
BHYTPUBEHHBIM KOHTPAacTMPOBaHNEM TaJo/MHIeM, KOTO-
pas mosBonAeT y 47 % NanyeHTOB IMarHOCTMPOBATh aMU-
JIONI03 C BOBJIeYeHMEeM CepAlia laxKe TPy HOPMaIbHOIA TOJ-
IIMHe CTeHOK MMoKappa [6]. /st ArarHocTuku aMuaonso3a
cepila TaKkKe peKOMeH/IOBaHO MCIIO/Ib30BaHNUe CLIVIHTUTPa-
dun ¢ 99mTc-mpodocdarom n 99mTe-3,3-gudocpoHo-
1,2-nponanopmkapboHoBoit  kucmoroir  (99mTc-DPD).
VIHTeHCMBHOE HAKOIUIEHMEe pPAlMOaKTMBHOIO IIperapara
B MIOKapfie B COYETAHMU C YTOJNIEHMEM MUOKapfia He-
ACHOJl OSTMONOTMY YKas3blBaeT Ha BBICOKO BepPOATHBIN
ATTR-amMunonios, ecnmm y TNalyeHTa MCKIIOYeH IMarHo3
AL-amunonyiosa [4]. AIrOpUTM AMATHOCTUKM TaK>Ke BKIIIO-
JaeT B ce0s1 COOTBETCTBYIOLee TUIIMPOBAHIIE AMIION/IA, ITO
OYeHb BXXHO JI/IA ONIPefie/IeH s CHenNpIIeCcKOro IeUeH L.

B mpepcTaBlIeHHOM KIMHMYECKOM HAOMIONEHUN IOJ-
HbIIT a7ITOPUTM AuddepeHInaabHON TUarHOCTUKY aMIIIO-
Mzi03a He ObUI peami30BaH. [JuarHocTuuecKuii myTh, KOTO-
PBIiT IIPOILIEST TALMEHT B JAHHOM HaO/II0eHN, OTPaHIYeH
dasoit ogo3penus Hamuuus 9toit maronorun. C OfHOIM
CTOPOHBI, HECBOEBPEMEHHOCTD AMAaTHOCTUKI aMIIONT03a
cepzua 6pu1a 06YCIIOBIEHA TO3THUM IOSIB/IEHNEM Kapau-
a/IbHBIX MTPKU3HAKOB. C [Ipyroii CTOPOHBI, 9KCTPaKapAMaIb-
Hble IIPM3HAKN 3a00JIeBaHI1, MHOr000Opasie KIMHIYeCKIX
IpPOSIBJIEHNII MOMYYM/IN OLIEHKY IIPAKTUYeCKM B (puHaje
3a00/1eBaHIs, B CBSA3Y C YeM He ObIIO IPeAIPUHATO CBOEB-
PEMEHHOrO aKTMBHOTO IMarHOCTUYeCKoro moucka. Kpome
TOTO, IMATHOCTUYECKVE TPYZHOCTU MOTYT OBITH CBA3AHBI
C HEeJIOCTATOYHOI OCBEJOM/IEHHOCTBIO Bpadeil O IposiBJIe-
Husx AT TR-amnnonznosa, 0co6eHHOCTBIO KOTOPOTO SIBJIS-
eTCsl OTCYTCTBIUE BOB/IEUEHHOCTH TToueK B 80 % cirydaes.

3aknadyeHue

Knuandeckas MpakTHMKA CETOfHS pacloiaraeT BO3-
MOXXHOCTbIO CBOEBPEMEHHOM [VArHOCTUKM aMUJIONU03a
¢ mopakeHueM ceppaua. IIpu BceM coBeplIeHCTBOBAHUM
U YBEIMYEHUM TOCTYITHOCTY MHCTPYMEHTA/IbHBIX METOJ0B

00CIeoBaHMsI COXPAHSET AaKTYaJbHOCTh CBOEBPEMEH-
HOCTb Hayajia JUarHOCTUYECKOrO IOVCKa.

COBOKYIIHOCTD K/IMHMYECKMX CUMIITOMOB, B IIep-
BYIO OYepellb COYeTaHNe MPOrpeccUpylollell HeBpOIaTun
C IpU3HaKaMy KapAMOIATUM HesACHOTO TeHe3a M Iporpec-
cupytomeit XCH mosBonAeT 3amomo3puTb aMMIONf03,
MHULMNPOBATh IpPOLecC BepuMKaIlUy JUarHo3a, BKIIIO-
yas OIpefeNieHue TUIA aMuiousa. TOIbKO IpM YCIOBUU
paHHell [UATHOCTUKY MOYXHO PAaCcCUMTBIBATbh Ha 3ddeKT
HOBBIX METOJOB JjedeHus. IlocmemHme TOmbI OTMEYEHbI
3HAYNTENTbHBIM YCIIEXOM B siedeHnn Kak AL-, tak m ATTR-
aMIIONT03a, YTO CBA3AHO C BHEJPEHMEM B KIMHIYECKYIO
IIPaKTUKY MHIMOUTOPa IIpoTeacoM 6opre3omuba mpu ede-
Hym AL-ammionyosa, B epByIo o4epeb B paMKaX MHOXe-
CTBEHHOIT MIeTIOMBI [4], a Tak)Ke CTabUNIM3aTOPOB TpaHC-
TUPEeTVHA, B YaCTHOCTY TadaMuayuca. bpta nopTBepKeHa
addexTnBHOCTD U 6e30macHOCTh TadaMupguca B IUIAHE
3aMeJIeHNs] NPOrPecCUpOBaHMs IONIMHEBPONATIN, OCO-
OeHHO Ha paHHeNl CTajMM, U YAYYIIeHUA BBDKIBAEMOCTHU
[ALMEHTOB C HacmencTBeHHoN popmoit AT TR-ammmongosa
muokappa [10]. OTo mpegbsBiseT ocobble TpeGOBaHUA
K paHHell MarHOCTMKe aMWIONI03a MMOKap/ia, a OCHOB-
HBIM YCJIOBMEM TAKOJ JIMarHOCTUKY SBJSAETCSA XOpoIuas
MHPOPMUPOBAHHOCTD Bpadeil 00 9TOI IaTONMOINN.
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B KOTOPOM NYOJIMKYIOTCS HOBOCTH O AeTeJbHOCTH
»KypHaJia, B TOM YUCJIE O TPOBOJAUMBIX UM B paMKax
pacuiupeHus 06pa3oBaTeIbHOM JesTeJbHOCTH
MepONPUATHUSX, a TAKXKE MeULMHCKHE HOBOCTH,
AHOHChI MHTEPECHbBIX MEPONIPUATUHN U JPYTOE.

ITodnucwieaiimecst Ha HaAW KaHa!




