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Abstract
The article presents a clinical case describing a complex differential diagnosis of cardiac amyloidosis types and verification of the diagnosis of
AL-amyloidosis.
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Amumonpio3 — rpymmna 3aboeBaHmii, 00yC/IOBIEHHBIX OT-
JIOXKEHVEM BO BHEK/IETOYHOM IIPOCTPAHCTBE MIATOIOTNYECKOTO
HEpacTBOPUMOro GUOPMISIPHOTO [MUKONPOTEUd — aMUIO-
upa. B HacTosiiee BpeMst OTKPBITO 42 aMUIOMZOTEHHBIX Gert-
Ka [1], KaX/bIil M3 KOTOPHIX 00afaeT PasNIHON CTEIEHBIO
CIIOCOOHOCTY MOPaXKeHUsI OPraHOB-MUIIEHEN, YTO 0OYCIOB-
JIMBaeT 3HAUYUTE/IbHDbIE TPYAHOCTU B UX AMATHOCTHUKe. TeM He
MeHee IOJIAB/IAINIAs YaCTh BCEX MMATHO30B aMUIOU/[03a C TI0-
paxxeHneM ceppua npuxopntcs Ha AL- u TTR-¢dopmsr [2].

Tpauctuperunosbiit amnmonzos (AT TR-amumonzsos) Mox-
HO pasfiennTh Ha HacnencTBeHHyI0 (ATTRv) popmy ns-3a my-
TallMM B MOJIEKyJle TpaHCcTUpeTuHa U aukmit Tun (ATTRwt), B
KOTOPOM MyTauus He NAeHTU(GUIMPOBAHA I OT/IOKEHVE aMI-
JIOMAA TIPOUCXOANT BBUAY BO3PACTHBIX HAPYIIEHNUI CEKPeLun
TeTpaMepoB TPAaHCTUPETIHA NeYeHb0. B 06oux cnyyasnx mpo-
MCXOUT paclaj TeTpaMepoB TPAHCTUPETUHA O MOHOMEPOB,
o0afaroIux BBIPAXEHHOV KOH(OPMAIMOHHOI HeCTabuIb-
HOCTbI0 [3]. B mocnenHee BpeMs i CAep>KUBAHUSA IIPOTPeC-
CMpOBaHMA TAHHOI (OPMBI CYIECTBYIOT crienudmydeckue 60-
TIe3Hb-MOIUPUIMPYIOIIe IPerapaTsl, KOTOPbIe OKa3bIBAIOTCA
HBOCTaToYHO 3 PeKTUBHBIMY B C/Ty4ae Ha3HAYEHNS Ha PAHHIX
CTafMAX PA3BUTHS HEBPOIOTMYECKUX U KAPHAMOTIOTMIECKNX
posiBneHmit [4].

Tem He MeHee Hambojlee pacIpPOCTPaHEHHON (GOPMOI
(oxomo 68% Bcex CiryvaeB) SIB/ISETCS aMUIONM[03 JIETKUX Iie-
meit uMMyHorno6ynmuHoB (AL-ammnongos). CpenHuit Bo3-
pact 60mbpHBIX cocTaBisieT 40-80 net (momnsa 3abomeBaHMs MNL]
Mornoxke 40 et He mpeBbImaeT 1%), My>XUMHBI ¥ XKEHIVHBI
HIOf{BEpP>KEHBI PUCKY B OfMHaKOBOI Mepe [1, 2]. B ocHOBe amm-
JIoMAOreHe3a IpY JaHHOI (popMe TeXUT GOpMUPOBaHIME AHO-
MaJIbHOTO KJ/IOHA II/Ia3MaTUYeCKUX K/IETOK KOCTHOTO MOS3Ia,
KOTOpbIe B GO/BIIOM KONMMYECTBE CUHTE3UPYIOT aMIIOUIHBIE
JIETKMe Iieny MMMYHOITIOOY/IMHOB, damie msambpa (A)-, pexe
Karmna (K)-TUIIOB, OTK/IaAbIBAOIINECS B BU/e HEPACTBOPUMBIX
aMWIOMHBIX GUOPUIIT B TKAHIX OPTaHOB-MMUIIEHEN. YBenude-
HIe KOHL[eHTpaluy GefKa-TnpenuecTBeHHnKa (A min k) Bbliie
[IOPOTOBOTO 3HAYEHVISI WM X TOKCUYHOCTb MOTYT aBTOMATH-
4YecKM MIPUBORUTD K Havany ¢pubpumtorenesa [5]. [Topaxenne
cepaa otMedaerca B 50-90% cnydasx m ABnAeTCA OFHUM U3
CaMBIX TSDKeJIBIX KIMHIYECKUX MposiBIeHnit AL-amunonzgosa.
Ha cy6kn1eTouHOM ypOBHE EPBOHAYAIbHBIM OTBETOM Ha TOK-
CUYHOCTb JIETKVIX L{eTieil sIBIsIeTCs AUCHYHKIMS IM30COM C Ha-
pylIeHreM ayTodarum, KITeTOYHO AUCYHKIUY, HapYIIeHIeM
roMeocTasa Kanblys U rnbenmn KaeTok. AMuaougHble Guopum-
7Ibl, OO/mafass KapAMOTOKCUIECKUM 3PQEKTOM, CBA3BIBAIOTCS
C IIOBEPXHOCTHI0 KapMOMMOLIVITOB U BBISBIBAIOT HApYIIEHNE
KJIETOYHOM META0OMMYECKON aKTUBHOCTH [6].

AL-ammnonpos — Haubonee arpeccuBHast opma cucreMm-
HOTO aMIIOMAO03a, IPM 3STOM K/IMHUYECKNUE IIPOSIBICHNUS
aMITOMTHOTO TTOPAXKEeHNsI MMOKap/ia 3a4acTyIo Hecrenudu-
HBI ¥ BO MHOTOM IIepeceKaloTCs ¢ APYrUMU 3a00/IeBaHUAMU
cepana [7]. Kax mpasumo, AL-amunonsos ge6oTupyeT mpo-

siBlieHreM ceppedHoit HegocrarouHoctu (CH) ¢ coxpaHHOI
¢paxkiueit Beibpoca neBoro xenygouka (OB JIXK), Ho 6e3 mpa-
BI/IBHO TIOZOOPaHHOI Tepalyy U Y BOBJIEYEHUM B IMPOLecC
APYTUX CUCTEM OPTaHOB (ITOYeK, HEPBHOI CHICTEMBbI) B TeUEHNUE
KOPOTKOTO BpeMmeHN 3aboreBaHue CIOCOOHO CTPEMUTENBHO
TIpOrpeccupoBaTh, ABNAACh MPUYMHON BBICOKOTO PUCKa Jie-
tanpHOCTH [8]. K coXXameHMIo, K MOMEHTY IIOCTAaHOBKM IMArHo-
3a y OO/BHBIX y>Ke OTMeqaloTcst peskoe cHyvkeHue OB, 6uBen-
TPUKy/IsApHas (IIPeNMYyIeCTBEHHO mpaBoxkenygoukosas) CH,
OpPTOCTaTH4YeCKasl TMIIOTEH3Ms, OTeKM HIDKHMX KOHEYHOCTeI!,
acLINT, KaxeKcusA. B cBA3YM ¢ 3TUM [/IA CHYDKEHMA PUCKa JIeTajlb-
HOTO JICXOfja KpajiHe BaXKHON AB/IAETCA PAHHAA OMAarHOCTUKA
110 YCTAHOB/IEHHOMY aIroputmy [9].

«30/I0TbIM CTAaHAAPTOM» B IMArHOCTMKE ¥ TUIMPOBAaHUM
aMUIONJ03a ABJAITCA MHBa3MBHbIE JMATHOCTUYECKUE Me-
TOJVIKY, KOTOPbIE NIPMMEHAIOTCA IIPY COMHMUTE/IbHBIX PE3YIlb-
Tarax abopaTopHO AmarHocTMKM ¥ cumHTHrpadum [10].
JlOoCTOBepHBINI [MAarHo3 aMMION[03a Cepfilia yCTaHaB/IMBa-
€TCA TIpU TUCTONOTMYECKOM MCCIAENOBAHMM SHIOMUOKAPAMU-
azpHOro 6uomnrara [11]. [lst TMIMpOBaHMs aMUIONA03a Hau-
6ojee TOYHBIMM SIB/ISTIOTCSI METOMBI MacC-CIEKTPOMETPUM U
VIMMYHO3/IEKTPOHHOJ MUKPOCKONINY, B HACTOALMI MOMEHT
TPYAHOJOCTYNHbIE U Aoporue. bonee mocTynHo mmMMmyHOrm-
CTOXMMMIYECKOE MCC/IEJOBaHME, OFHAKO I €ro PyTMHHOIO
TIPMMEHEHMI TaKXKe CYLIeCTBYIOT TEeXHMYeCKMe TPYAHOCTH.
B peanbHOIT KIMHMYECKON IIPAKTHKe yIIOp AeaeTcs Ha 1abo-
paTopHble M MHCTPYMEHTa/lbHbIe JMAarHOCTUYECKME METOMbI,
OffHAKO B C/Iydae TIOTy4IeHNUs] COMHUTENbHBIX MM OLINOOYHBIX
pe3y/IbTaTOB CBOEBpPEMEHHAs [MATHOCTMKA M JIeYeHNe ITalu-
€HTa MOTyT BPEMEHHO IOWTU B HEBEPHOM HaIlpaB/IeHUM, YTO
B cry4yae AL-amunonsosa sBIsAeTca KpUTUIeCKMM (pakTopoM
TJ1A )KM3HY TTalIeHTa.

B xauecTBe IpuMepa IMPUBOAUM OIVICAHME KIMHINYECKOTO
CIIy4as, HaI/IAHO OTPayKaKoOIIETro C/IOXKHBIN IMAarHOCTUYECKIUIT
HOMCK Ha IMyTU K Bepudukanyum auarHosa AL-ammmonsosa, a
TaKXKe CTPeMUTe/IbHOE TedeHue JaHHOro saboneBanus. Ila-
muentka JI., 40 net, B okTa6pe 2020 I. BliepBble IIOCTYMMIA B
OI'BY «HMMII xapanonorun um. akap. E.J1. Yasosa» ¢ xxano-
6aMy Ha OJBIIIKY IPU MMHUMAIBHON (PpU3MuecKoil Harpyske
(xompba 10 50 M), MbILIEYHYIO CTabOCTh BEPXHMX M HIDKHUX
KOHEYHOCTEel, OHEMEHNe ¥ YYBCTBO OKEHMS A3BIKA, OTEKU
HIDKHVMX KOHEUHOCTe, yBenueHre OKpYKHOCTH >KMBOTA.

VI3 aHaMHes3a U3BECTHO, YTO B feKabpe 2018 r. moce mmm-
TE/IPHOTO NpeObIBaHMsA Ha XOJIOfe MaljleHTKa Havaja OTMe-
YaTh CHIDKEHME YyBCTBUTETbHOCTY MalblieB PYK, MBIIIEYHYIO
CmaboCTh BEPXHUX KOHEYHOCTEN, 60/ B JIOKTEBBIX U KOJIEH-
HBIX CyCTaBaX, II0 ITOBOJY Y€ro CaMOCTOATE/NIbHO NPUHMMAsa
HEeCTepOUJIHble MPOTUBOBOCIIANNTENbHbIE NTpenaparhl. B ok-
Ts10pe 2019 I. BlepBble BO3HUK/IO KPAaTKOBPEMEHHOE CUHKO-
T1aJIbHOE COCTOSIHME, KOTOPOMY IIpeLIecCTBOBAIO IIOTEMHEH Ve
B IIa3ax, IPUCTYII YAYIIbs, XONOAHBI MOT. B HoAbpe 2019 .
MalYieHTKa OTMETU/IA IOSABJIEHNME Y MOCTENIEHHO HapacTaHMe
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OTEKOB HIDKHMX KOHEYHOCTell, BBUAY Uero TOCIMUTANINU3N-
pOBaHa IO MeCTy >XMUTENbCTBA, ITie IO JaHHBIM 3XOKapfuo-
rpadun (9xoKT) BrraBneno: ®B JDK 57%, mmactonmyeckas
pucoyukiyst JDK pecTpuKTMBHOrO THIa, 3HAYUTENbHOE IIO-
BBIIIIEHNE O9XOT€HHOCTM MIOKapfia, HENOCTATOYHOCTb MIM-
TpanbHoro kmamana (MK) 2-if cTemeHm, HeJOCTaTOYHOCTD
AOpTaNbHOTO KjalaHa 1-il cTeleHy, HeJOCTaTOYHOCTb TPU-
KycnmpanbHoro kinanaHa (TK) 2-71 cremeHn, BeIpakeHHas Jie-
TOYHas IMIIEPTEH3Ns — CUCTONMNYECKOe JIaB/IeHNe B JIETOYHOI
apTepun — 51,7 MM PT. CT., CMMMeTPIYHOE HeOO/bIIOE KOMNYe-
CTBO >XUJIKOCTY B IVIEBPA/IbHBIX HOTOCTSX, IPU3HAKYU aCINTA.
ITo manHbBIM snekTpokapanorpadun (IKI) - curycoBbIl puT™M
¢ gactoroit ceppeunnix cokpaennit (HCC) 110 ya/muH, cHU-
>keH BonbTax DKI-KpuBoil, 3aMezisieH1e TPOBeleHNA 10 JIEBOA
HOXKe Iyuka I¥ca. Bo Bpemsa rocnmranmusanmm mnomydana Te-
panmio: MHrMOUTOP aHIMOTEeH3VHIIpeBpallaIlero ¢pepMeHTa
(smamamnpun), B,-agpeH06IOKaTOP (METOTIPO/ION), AHTATOHWCT
MIHEPaIOKOPTUKOUFHBIX PeLeNTOPOB (CIMPOHOIAKTOH), ITeT-
neBoit auypeTuk (pypocemus). BoiHeceH AMarHos — «Muoxap-
mut». Ha doHe Tepanuy yMeHbIINIACH OABINIKA, COXPAHANUCDH
OTeKM 00enX HIDKHMX KOHEYHOCTEN O TOTEHOCTOIHBIX CY-
craBoB. B sHBape 2020 . aMOy/IaTOpHO IIpOBefieHa MarHUTHO-
pe3oHaHCHasA ToMorpadus cepAlia ¢ BHYTPUBEHHBIM KOHTpa-
CTUpOBaHUeM, BbIsIB/IEHDI [ y3HbIE U3MEHEHNS CTPYKTYPbI
MIOKapaa (Kak BepOSITHbIE IPOSIBIIEHMSI aMIJIOUAO03a Ceph-
1), CHIDKEHMe I7I06a/IbHON coKpaTuMocTy Muokapaa. C Mas
2020 r. oTMeYana yxXypjlIeHue COCTOAHNMSA B BUJie HapacTaHUsA
OJbILIKY, OTEKOB HIDKHMX KOoHeuHocTell. B aBrycre 2020 r. mpu
koHTponbHOM IX0KI' oTMedaeTcs IpOrpecCHBHOE CHIDKEHNe
OB JIXX no 40%. BeimosmHeHa 6MOICKs TPSAMON KUIIKY JiIst
MIOATBEPXX/IEHNST aMMWIOUAHOTO mopaxeHus. [Ipu rucromno-
TMYECKOM VICCTIEMOBAHUM BBIABIEHO OTIOXKEHUE aMUIOW[A.
ITpoBoamnoch TunMpoBanue M-rpafyenTa CBIBOPOTKI KPOBU
METOZIOM MMMYHO(UKCALNY C [IAHEIbI0 aHTUCHIBOPOTOK, IPK
3TOM [JAHHBIX 3a MMAPaIlPOTENHEMUIO He BBISBIIEHO. B oKkTs6pe
2020 r. Buepsble nocrynuna GI'BY «HMUII kapauonoruyu um.
akaj. EJ1. YasoBa» B cBA3M € yXyJII€HNEM COCTOAHNA /IS IN-
aTHOCTUKM U ONIpefe/IeHNs TAKTUKI JIeUeHNA.

ITpy mocTynaeHNy COCTOSHME MALMEHTKN paclieHeHO KaK
TsKenoe. Ko>kHble MOKPOBBI CHHIOIIHOTO OTTEHKA, Ha Iepefi-
Heli TPYJHOI CTeHKe — MHOXXeCTBEHHBIe FeMOpparium, nepuop-
6uTasbHAs MypIIypa, OTEKM HIDKHUX KOHEYHOCTel, OTEYHOCTD
TIOJIKOYKHO >KMPOBOI K/IE€TYaTKU, MOJIOYHBIX Xee3, Habyx-
e BeHbl Wen. [IepkyTOpHO — IpUTYTITIeHNEe TETOYHOTO 3BYKa
HaJ| HIDKHVMMU OTZe/IaMM JIETKMX CIIPaBa, IbIXaHe Be3UKYIAp-
HOE C )KeCTKUM OTTEHKOM, Pe3KO0 0C/1ab/IeHO B HIDKHUX OTAE/axX
cnipaBa. ToHBI cepflia IPUIIYLIEHBI, pUTMUYHBIE, BBICTYLIN-
BasicA akLeHT I ToHa Hajl 1eTOYHOI apTepuelt, CUCTONMYECKUIA
IIYM B TOYKaX ayCKy/IbTallUy MUTPAJIbHOTO ¥ TPUKYCIUAAIb-
HOTO K/IaIIaHOB, IMACTOMMYECKIIT IIyM HaJ| IETOYHON apTepu-
eit, put™m ranorma, YCC 92 yu/MuH, TUIOTOHKA (apTepuanbHOe
masnenue — 80/60 MM pT. CT. Ha 06eMx pyKax). S3bIk yBemnueH
B pa3Mepax, OT€Y€eH, I10 OOKOBOJ ITOBEPXHOCTM — OTIEYATKI
3y60B (Maxpormoccus). JKusot npu naabnanyu 6e360/1e3HeH-
HBIIA, YBeJIMUYEH 3a CUeT acllTa, He HalpshKeH. [leyeHb BBICTY-
IaeT Ha 5 CM OT Kpast pebepHOIt Ayru, TPy Ma/IbIaluy IIafKasi,
6e360mesHeHHast.

B ananusax KpoBu o6paljaio BHYMaHUe IOBbILIEHE YPOB-
HA MO3TOBOTO HaTpUITypeTM4ecKoro mentuma fo 2512,8 nr/mn
(N<100 mr/mn); rumokanuemMmsa - Kamuii 2,8 MMOJb/I
(N 3,5-5,3 mmonb/n); mHOBbIEHNe o0b6mero Oummpy6buna
no 29,6 mxmonb/n (N 1,7-20,5 MKMO/Ib/M); EMKOLUMTO3 HO
15,2x10°/m (N 4,8-10,8x10°/m). Ilo pesynbraram obiero aHa-
JIY3a MOYY OTMeYeHbI IPU3HaKM HepPOTUYECKOTO CMHAPOMA —
noBsbieHne 6enka Moun o 1,39 r/n (mpu HOpMe maboparo-
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Puc. 1. daekTpokapanorpamma nauneHTkm 40 et
C AL-aMMAOMAO30M C MPEUMYIIECTBEHHbIM MOPaKEHUEM
cepAua, A-BapHaHT.

Fig. 1. ECG of a 40-year-old patient with AL-amyloidosis
with predominant heart failure, X variant.

pun 0,00-0,15 t/71); MeKOLUTYpuUsA A0 45 e KOLUTOB B 1 MKJI
(tpu HopMe naboparopuu 0-28); SpUTPOLIUTYPUS — IPUTPO-
LIMTHI Heu3MeHeHHbIe — 202 B none spenns. [Ipyrux knmHndge-
CKI 3HaYMMBIX OTK/IOHEHMI1 OT HOPMbI He BBIABJICHO.

Ha 9KT npu nocTymnieHnn 3aperucTpyupoBaHbl CMHYCOBBIIT
put™ ¢ YCC 90 yn/MuH, M3MeHeHNe IpeficepPAHOI0 KOMIIOHEH-
Ta, TepefHe-BepXHMIl MOMYOIOK 1 HapyIIeHVe BHYTPIDKEYy-
JOYKOBOJ IPOBOSVMOCTM IO TIEpEHEN BETBU JIEBOV HOXKN
nyuka [uca (puc. 1).

ITo maHHBIM peHTreHOrpaduy OpraHOB TPYSHON KIETKU
IIpM MOCTYIUIEHMM IPU3HAKOB BEHO3HOTO 3aCTOS HET, OTMe-
YaJIC YMEpPEeHHO BbIpaXKeHHbI fudQy3HbIT ITHEBMOCKIEPO3,
B IIPaBoIl IJIEBPA/IBHOM IIOJIOCTY BBIIIOT C BEPXHEN TpaHULIEN
Ha yposHe III pe6pa, creBa — censt Bonota. [Ipy MOBTOpHOM
UCCTIEIOBAaHNY CITYCTs 7 JHEI: MOABUINCD IPU3HAKM BEHO3HO-
'O 3aCTOA B JIETKUX 1-71 CTeNeHM, KOMMYECTBO BBIIIOTA B IIPABOIL
IUIeBPA/IbHOI MOIOCTY TOCTIe IyHKIMM, BBIIIOTIHEHHOM HaKa-
HYHe, CHU3UIOCH 10 ypOBHsi IV pebpa, crieBa 63 [UHAMUKIL.

9x0KI npoBonuin Ha yIbTPa3ByKOBON CHCTeMe 3KCIIepPT-
Horo kacca Vivid E 9 (GE) ¢ ncrionbpsosanueM ¢asupoBaHHO-
ro marunka M5Sc-D u marpuunoro gatumka 4V-D (Tpexmep-
HBIII peXIM); pasMepsl Ipefcepanit He YBelINYeHbl, IO0CTDb
JIX ymenbureHa B o6beMe (KOHEYHO-MACTONNIECKNIT 00beM
JDK - 44 w1, xoHeuHO-cycTommyecknit oobvem JDK - 33 mi),
YTOJNIIEHNE MEXIKETYyJOYKOBON meperopopku fo 1,3-1,4 cm,
sapueit crenkn JDK - mo 1,5 oM, 3HaunrtenpHoe puddysHoe
CHIDKEHME COKPaTUTENbHOI crmocobroctn mmokappa JDK
(DB JIK 24-26%), Bolpa>keHHOE HapyLIeHIe AMACTOMNIECKOI
¢ynkuym JDK 1o pecTpUKTUBHOMY TUITY C TIOBBILIEHNEM JjaB-
JIeHVS1 HAllONHeHMA 3-J1 CTelleHM. YIIOLeHMe, PUTUTHOCTD
ctBopok MK ¢ perypruraumerr 2-it crenennu, a Takxe TK ¢ pe-
ryprutanuei 4-it CTeneHn, IOCTKAIMIIAPHBIA TUIT IETOYHON
TUIepTeH3uN (CUCTONMMYEeCKOe AaBjIeHMe JIETOYHOI apTepun
34 MM PT. CT.; faB/IeHMe 3aK/IMHMBAHA JIETOYHBIX KallU/JIIPOB
29,7 MM pT. cT.). B momoctu nepuxappa BU3yanusupoBanoch
HeOOIbIIIOEe KOMMYECTBO CBOOOIHON JKULKOCTI.

ITo pesynbraTtaM TpaHCTOpPaKalbHOI TpexmepHoit DxoKI:
Ha/IM4ie TUIePIXOTeHHBbIX BKIIOYeHNM (IIBIOKYM aMumIonsa)
B 00/1aCTV MEXCOKETyTOYKOBON HEPErOPOfKY, 3afHell CTEHKN
JIJK, mepepHeit cCTeHKM IPaBOTO >XeMyJ04Ka, IEPBUYIHOI YacTu
MEXIIpe[iCEpPIAHOI Meperopofiki, a TaKKe BbIpa)KeHHasd IU-
nepaxoreHHOCTb cTBOpoK TK u MK cBupeTenbcTByoT 06 amum-
JIOUIHOM IIOpa>KeHUY MIOKAp/ia ¢ BOB/IeueHreM cTBOpoK TK n
MK. ITo ganubM TexHomoruu Speckle-tracking 9xoKT (puc. 2):
KapTMHa aMIIONT03a CEPALIA C BBIPayKEHHBIM CHIDKEHMEM I7I0-
6apHOI IpOKoIbHOI Hedopmannu -2,5% (Hopma <-20%) Kak
BapMaHTa PeCTPUKTMBHON Kapauommuonatuyu. B ormmume ot
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Puc. 2. IxoKT ¢ texHorornein Speckle-tracking. Moka3areAab ra06aAbHOM MPoAOAbHO# Aecpopmaunm (GLS) 3HaunTeABHO

CHMXeH — -2,5% (N<-20%).

Fig. 2. Echocardiography with Speckle-tracking technology. Global longitudinal strain index (GLS) significantly reduced —

-2.5% (N<-20%).

Apyrux npyyayH runeprpodym JIXK oTnoxeHye KapfyaabHOro
aMMTIONJIa CIOCOOCTBYET BHIPAXKEHHOMY HapyLIEHMIO Aedop-
MalluM MUOKApJa BO BCEX UCCTIE[[yeMbIX HallPAB/IEHUAX — IIPO-
JIO/IHOM, IIMPKY/IAPHOM, pajuanbHoM [11].

IIpeamnonaraemplii Ha OCHOBAaHMM KIMHUYECKUX, UHCTPY-
MEHTa/IbHBIX U TabOPaTOPHBIX JAHHBIX AMIIONJI03 HEOOXOaM-
MO IIOTBEPAUTh MOP(OTIOINYECKM, B CBA3Y C YeM IallMeHTKe
BBIIIOJTHEHA OVMOIICH S IPAMOY KMILIKY, OMOITaT 3a6paH ¢ y4acT-
KOM TIOJICTUBMCTOTO CJIOSI, YTO SAB/IAETCA BaXKHBIM JI/ISl TIOBBI-
IIeHWsI BEPOSATHOCTU OOHAPY>KeHMs aMIIONAA TIPU €ro Haju-
yyu. IIpu rMCTONOIM4ecKOM MCCIefOBaHUM SHA00MONTATa Ha
0030pHOJ OKpacKe IeMAaTOKCM/IMHOM M 503MHOM BBIABJIEHbI
arpodudecKye M3MeHEHUA CIM3UCTON 06ONOYKY, MaCCUBHbIE
BK/IOYEHNMS] TOMOTE€HHBIX 303MHO(MWMIbHBIX MacC, MOLO3pHU-
TENIbHBIX B OTHOLIEHMM aMMJIOM[A, B MBIUIEYHOl IIJIACTMHKE
CIM3VUCTON 060JIOUKY ¥ CTEHKAX COCY/OB MOJC/IU3MCTOTO C/IOSL.
IIpn uccnegoBanuy B MONAPU30BAHHOM CBETE OKPAIIEHHOTO
KoHro kpacHbIM mpemnapara (IIpOBOAMIOCH IIPU MOMOIIY MMU-
Kpockona Leica DM2000; TepmaHus) IOATBEP>K/ICHO HaIU4Me
aMImIonsia B CTEHKAX COCY/IOB U MBIIIEYHOI TI/TACTUHKE CTIU3M-
CTOJt 060/IOYKH, @ TaKXKe BbIAB/ICHBI AEIO3UTHI MaJIOTO 00be-
Ma B DIYOOKMX OTAe/nax cOOCTBEHHON IUIACTUHKMU C/IM3UCTOM

792 TERAPEVTICHESKII ARKHIV. 2023, 95 (9): 789-795.

Puc. 3. lucTtoArorMueckmue uccAeAoBaHMe IHAOOMONTaTa
TOACTOM KuukM. OKpacka reMaTOKCUAMH-203MHOM (a)
1 KoHro kpacHbim (b).

Fig. 3. Histological study of the colon edndobioptate.
Staining with hematoxylin-eosin (a) and Congo red (b).

000/109KI1, OCTABABINNECS HEBUAVIMBIMI HAa 0030PHOI OKpacKe
(puc. 3).

[Toc/ie TUCTOMOTUYECKOTO IIOATBEPXKIEHNUS aMUIOUTO-
3a HeOOXOIMMO €ro TUIMPOBaHUE AJIs BHIOOpa IIPABMUIBHOTO
METOJa JIeYeHIsI, KOTOPBIiT OTIpefesieT CrennpuIecKyo Tepa-

TEPATEBTMYECKMM APXMB. 2023; 95 (9): 789-795.
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Puc. 4. Aannbie naanapHoi cumnturpacpun, KT, O9KT n OIKT/KT naunenta c BepucdmumnposaHHbiM AL-aMHMAOHAO30M.
Busyaausupyercs uHTeHcMBHOE HakonaeHne POIT Bo Bcem munokapae AXK ¢ oyaramm NoBbILEHHOTO BKAIOYEHMS B alMKAAbHbIX

M HXKHUX cermenTax (Grade 2-3).

Fig. 4. Data of planar scintigraphy, CT, SPECT and SPECT/CT scan of a patient with verified AL-amyloidosis.
Intensive accumulation of radio pharma drug in the entire myocardium of the left ventricle with centers of increased inclusion

in the apical and lower segments is visualized (Grade 2-3).

mmio ammtonposa. TunupoBanme MOXXeT ObITh OCYIIECTBIEHO
IOyTeM [ONOMTHUTEIbHOTO MCCAEHOBAHMUA TMCTONIOTMYECKOro
MaTepyasa, HalpuMep IpY IIOMOIIM JMMMYHOTMCTOXMMUYe-
CKOTO WCCIIElOBAaHMA C JICIIONb30BAaHMEM aHTUTENT K OelKaM-
IpefllecTBeHHIKaM aMWION/A WM IyTeM HaIpaBjIeHus Ma-
TepHuaja C TUCTONIOTMYECKY MONTBEP>KICHHbIM aMUIOUIOM Ha
MacC-CIIeKTpOMeTpuiecKmit aHamu3. OJHAKO CyILIeCTBYeT U
MaJIOMHBA3MBHBIN MHCTPYMEHTA/IbHbIN aATOPUTM TUIMPOBA-
Hus - cuyHTUrpadusa mmuokappa ¢ **Te-mrpodocdarom - 60-
7lee MOCTYIHBIA /I KPYIHBIX KapAMONIOTMYeCKMUX LIeHTPOB U
nossonsatommit Bepudunuposars ATTR-apuant. ITpu orenke
pesynbratoB cumHTUrpadum Muoxappa ¢ *™Tc-nmupodocda-
TOM B PeXVMe OTHO(MOTOHHO SMUCCUOHHON KOMIIBIOTEPHOI
romorpaduu — OIKT (puc. 4) KapTiHa He HO3BOJIA/NA UCKITIO-
unTb ATTR-aMum01um03, MOCKONbKY BU3Ya/lTU3UPYeTCA VHTEH-
cuBHOe HakoIleHue pagmodapmmpernapara (P®II) Bo Bcem
muokapge /DK ¢ ouaramm IOBBIIIEHHOrO BK/TIOYEHMS B aIlM-
KaJIbHBIX M HIDKHUX CeIMEHTaX, COOTHOIIEHME HAaKOIUIEHVs
POII B MroKapfie 1 B KOHTpJIaTepaIbHOI 30He 2,36 (grade 2-3);
ovarosoe Haxomnenyue POII B mpoekipym ¢pubpo3HOTO K1anaH-
HOTO KO/blja (IIPM3HAK aKTUBHOTO BOCHATUTEIBHOTO IPOLeC-
ca); MUHUMabHOe Hakomlenyue POII B myne kpoBu (IpuU3HAK
3aCTONHBIX ABJIEHNII IO OO/IBIIOMY KPYTy KpOBOOOpAIleHN).

YuuteiBad [JaHHBlE CHMHTUIpadMM, HECMOTpA Ha OT-
CYTCTBME OTATOLIEHHOTO CEMEIHOrO aHaMHe3a, BbINOJ-
HeH TeHeTMYeCKMil aHa/aM3 Ha BbIABJIEHME BapUalMil B TeHe
TPaHCTMpPETVHA. MeTOOM NPSAMOTrO CeKBEHMPOBAHMSA IIPO-
BeJIeHO MCCTIefloBaHNe BCell KOAMpYIollell II0C/Ief0BaTebHO-
CTM M oOnmacTell 3K30H-MHTPOHHBIX coefmHeHmii rena TTR,
OTBETCTBEHHOTO 33 Pa3BUTVE HAC/IEACTBEHHOTO aMIION/03a.
B pesynbTaTe aHa/mM3a IMATOT€HHBIX M BEPOATHO ITATOT€HHBIX
BapMAHTOB HYK/IEOTUHOI IocnefoBarenbHocTy reHa TTR He
06HapYXEHO.

Takum 06pas3oM, 10 pe3y/nbraTaM IPOBEIeHHBIX KINHIYe-
CKMX, Ta6OpaTOPHBIX M MHCTPYMEHTA/IbHBIX METOJ0B MICCIIENO-
BaHMII MMemiCh pasHornacusA. C OffHOi CTOPOHBI, OTCYTCTBIE
JIETKMX LieTieil MMMYHOIZIOOY/IMHOB B CBIBOPOTKE KPOBM M I1O-
JIO)KUTE/IbHBIE Pe3Y/IbTaThl CIMHTUIPadUM MIOKap/a ¢ MUPO-
docdarom ykasbiBanu Ha Hamame T'TR-ammmonpgHoit Kapamo-
MMOIATHY, C JAPYTOi CTOPOHBI, OBICTPOE HMPOTrpeccupoBaHIe
3a007meBaHMs, OTCYTCTBYE OTATOLIEHHOTO CeMefHOro aHaMHe-

TEPATTEBTUYECKMM APXMB. 2023; 95 (9): 789-795.
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Puc. 5. UMMYHOIMCTOXMMHUYECKOE MCCACAOBAHNE
3HAOOMONTaTa NPAMOH KMIIKK. [1penumyluecTBeHHO

cAabas (+) akcnpeccust Kappa light chain (clone CH15) (a)
U BblpaxkeHHas (+++) akcnpeccus Lambda light chain (clone
SHL53) (b).

Fig. 5. Inmunohistochemical examination of the rectal
endobioptate. Predominantly weak (+) expression of
Kappa light chain (close CH 15) (a) and pronounced (+++)
expression of Lambda light chain (clone SHL53) (b).

3a M OTCYTCTBUE T€HETUYECKIX MY TALVI1 B TeHe TPAaHCTUPETH-
Ha IO JJAHHBIM MOJIEKY/ISIPHOTO MCCTIEOBAHNs Y Mal[eHTKN
Moroforo Bospacta (Hamuune TTRwt coMHUTETbHO) CTaBUIN
nop comHeHye Hammuue TTR-amunonposa. s okoH4aTeNb-
HOTO YCTaHOBJIEHMsI AMATHO3a IIPOBENEHBI MMMYHOTMCTOXM-
MI9ecKoe MCCIe0BaHme C aHTUTENIAMM K M A K JIETKVUM LieisIM
MMMYHOIIIOOY/IMHOB U MaCC-CIIeKTPOMETPUYECKIIT aHA/THS.

ITo pesynbraTaM MMMYHOIMCTOXMMMYIECKOTO MCCIIEOBA-
HUst (PHC. 5) B IEMO3UTAX aMUIOMAA OTMEYAeTCsl PECTPUKIIUS
9KCIIPECCUN JIETKMUX IieTIeil MMMYHOIIOGY/TMHOB ¢ mpeobnaja-
HIeM A, 4TO XapaKTepHO /i AL-aMmioniosa, peKOMeHI0BaHO
comocTas/eHye MOP(OIOTNIecKoil KapTUHDL C pe3y/IbTaTaMu
Macc-CIIeKTPOMETPUYECKOTO aHalusa ¥ pesyabTaTaMu Io-
BTOPHO BBIIIOJTHEHHOTO TUIIMPOBAHNA IApapoTeyHa B CHIBO-
POTKe KpOBM U MOYe.

B pesynbraTe HpOBENEHHOIO MacC-CIEKTPOMETPUIECKO-
rO aHajaM3a C BBICOKOIl CTEIEHDbI0 JOCTOBEPHOCTU B IIPefo-
CTaBlIeHHBIX obpasuax (pparmenTtax mapaduHOBOro 610Ka U
cocko6a ¢ TUCTONOIMYECKOTO MUKpOIIpenapara ¢ y4acTKaMu
TUCTONIOINYeCKY BepuUIMPOBAHHOTO aMMUION/A) HApsAYy C
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Tabanua 1. CNUCOK MAEHTU(DUUIMPOBAHHBIX C MOMOIBIO MaCC-CMIEKTPOMETPUYECKOTO aHaAM3a GeAKoB

Table 1. List of proteins identified by mass spectrometric analysis

Ilopor mocToBepHOCTHI

ugentnduxamm (-101gP) HasBanmne 6enka MonekynapHada macca, [la IIpumevannsa
314,92 IGLVe 10 627
Amyloid 6 A light chain region
271,57 Y ngP & 12047 Hamn6oree BepOATHO BCTPEYaIOTCA
. . . . mpyu amMunongose Tuna AL
277.93 Amyloid 6 A light chain region 12294 ¢ Ipeo6aaHyeM JIETKUX A-1ieret
SAR MMMYHOTJIOOY/IMHOB
Immunoglobulin lambda
314,85 variable 6-57 12566
98,0 Apolipoprotein E 36 154 Hecnenjudumueckne MapKepHsble
. 6enKku, BXOJAIIYE B COCTAB
99,2 Serum amyloid P-component 25387

AMUJIOVJHBIX arperaToB

PasIMYHBIMU CTPYKTYPHBIMU OelnKaMy UeHTU(OULIMPOBAHbI
Oernky, Hanbo/Iee 4acTO BCTPEYAIoIinecs M BEPOSTHO Xapak-
TepHbIe i1 amuaongo3a tuna AL (Ta6m. 1).

Taxxe HapsARy co croenquduyYecKuMu [ THUIA
AL-¢pparMeHTaMM JIETKUX A-Ijellell MMMYHOITIOOYIMHOB C
BBICOKOJI CTeNeHbI0 MOCTOBEPHOCTV MWAECHTUPUIMPOBAHBI
TaK Ha3blBaeMble MapKepHbIe OeIKM aMIION/033a, BXOSIIe
B COCTaB aMMIOMIHBIX MEIO3UTOB, HO He OIpefendioune
TUI aMUIOUA03a (HAIpuMep, CBIBOPOTOYHBIN aMUIOVIHBII
P-KOMIIOHEHT, pa3IMYHble AMOMUIONPOTEMHBI M T.Ji.; CM.
tabm. 1) [1]. [Tocie akcTparnpoBaHus 13 MPefOCTABIEHHBIX
TUCTOIOTMYECKUX MIPENapaToB MOJy4eHHass 6e/IKoBas cMeCh
HOfIBEpranach 3MeKTPodOpeTHuecKoMy pasfeleHuio B MO-
MMaKpUIAMMIHOM Telle (KaMepa /A BepTUKaIbHOTO 3JIeK-
tpodopesa Mini Gel Tank; Thermo Fisher Scientific, CIIIA).
ITony4yeHnHsle Ha 9meKTpodoperpamMme 061aCTH, COOTBET-
CTByIOIIMe Ge/IKaM, pasie/leHHbIM I10 BeMYMHE MOMEKYIAp-
HOII MaccBl, BBIPE3alCh 13 Te/lA U IO Bepraaich Ipolenype
HE3aBIMCVMOTO TMAPO/IN3A B Tejle BYMs IpOTeasaMit — TPUII-
cuHOM 1 mpotenHasoit K. [maponusaTel ToTambHOro Oenka
aQHaIM3UPOBANINCH C MOMOIIBIO BBICOKO9(PEKTUBHOI XU~
KOCTHOIT XpoMaTorpaduu B o6paieHHOI dase u Macc-CIeK-
tpomerpun. Xpomarorpagp — EASY-nLC 1000, macc-cmex-
tpomerp — OrbiTrap Elite (Thermo Scientific, Tepmanns).
ITony4yeHHBIEe B XOfje aHA/IM3a JAaHHbIE aHATM3UPOBAIUCH C
nomoigpio nporpammsl PEAKS Studio-7.5 [Bionformatics
Solutions Inc. (BSI), Kanaga]. Benrnunua mopora goctoBep-
HocTy upeHTndukanuu (-10IgP)=20.

B utore, HecMOTps1 Ha IePBOHAYA/ILHO IOTYUYeHHbBIE OTPU-
L[aTe/IbHble Pe3y/IbTaThl MMMYHOMUKCAINY CBIBOPOTKM KPO-
BI M COMHUTE/IbHbIE JAaHHBIE OCTEOTPONHON CLUHTUTpadUn
MIOKap/ia, YCTAHOBJ/IEH CIENYIOMUI IMAarHO3 — «CUCTEMHbIN
AL-aMWIONf03 C TIPeNMYILeCTBEHHbIM MOpaXKeHNMeM CeprLa,
HOpakeHVeM XKelTyIOYHO-KUIIeYHOTO TPaKTa, HepBHOI CUCTe-
MBI, KOX11, nodek. Xponndeckass CH IIb cragum, 111 (byHKuI/Io-
HanbHOTrO Knacca no NYHA». [Tpu peTpocnieKTMBHOM aHau3e
HOJTy4YeHHble JaHHble CUMHTUTPadUM MUOKApfia pPaclieHeHBI
Kak mposiBiieHne fudQysHOro HeKposa MMoOKapya, Haubosee
BBIP@)XEHHOTO B anukaabHoM cermenTe JDK u cBupetenncTBy-
IOIIEr0 O HAaCTYIUIEHM! TePMMHAIbHON CTaiuyi OCHOBHOTO 3a-
6onesanns. K coxanenno, manyeHTKe He IPOBOAWICA aHAMU3
KPOBU Ha TPOIOHMH, OJHAKO B MMPOBOI TUTEpaType UMeeT-
cs1 myOnuKauys C OIMCaHMeM IIOZOOHOTO CiIydas TE€YeHWs
AL-aMunonpgosa B TepMUHAIbHON (asze ¢ ypOBHEM TPOIIOHM-
Ha T 273,4 ur/mn (N 0-14), NT-ProBNP 23 000 rir/mn (N 0-88),
@B JIXX 23%, smauennem HCI 1,65 n Grade 2 y marjmenTa, CKOH-
YaBIIIerocst Yepes 2 Mec MOCyIe BhICKy [12].
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Taxkum o6paszoM, ¢ yueToM BbLABIeHUs AL-Tuma ammuaon-
7o3a MaljMeHTKa BbIIIJMCAaHA M3 CTAllMOHApa 1 HalpaBlieHa Ha
KOHCY/IBTAI[MI0 B L[EHTP TeMaTOJIOTUM C Le/MbI0 MOf6opa Xu-
MuoTepanuu. [eMaTonoromM HasHayeHa XMMMOTepalusa B BUfe
KOMOVHAIVM ABYX HPOTUBOONYXOJIEBBIX MpeNapaToB B Code-
TaHUM C IIIOKOKOpTHKOCcTepouzoM (nuknodpocdamuy 400 mr
+ 60opre3omu6 2 mr + rexcameTason 20 mr). OfHAKO, HECMOTPS
Ha IPOBOAUMYIO Tepamnuio, nporpeccuposamu CH, kaxekcus,
COXpaHATACh CTONKasg pedpaKTepPHOCTb K IIPOBOAVIMOI Tepa-
I, Y B TeUeHMe MeCAIa MalMeHTKA CKOHYA/IaCh.

3akAlouenune

IIpencTaB/ieHHOE OIMCAHNE CIIOXHOTO [JUArHOCTUIECKOTO
Iy THU HOATBEPXKJAET, YTO COBPEMEHHAs HUATHOCTMKA aMIUION-
1032 OMMUMO MOP(OIOrMIECKOlt BeprdUKaLuy SO/DKHA BKIIO-
4aTb B Ce6H TUIIMPOBaHNE aMIIONA, IIOCKOJIbKY VIMEHHO TUII
[JIaBHBIM 00pa3soM OIpefieNisieT [aTbHEMIIYI0 TaKTUKY CIIELy-
¢rdeckoro sedenns u porHos 3abonesanns. K coxxaenno, Ha
CeI‘O,T_[HHHIHI/H‘/‘[ A€HDb HE CYIECTBYET €AMHCTBEHHOI'O METO/IA J1a-
60paTOpHOIT MM MHCTPYMEHTAIbHON AMArHOCTUKY, KOTOPBIit
651 06magan 100% crennduIHOCTBIO U IyBCTBUTEIBHOCTHIO B
TUIVMPOBAHMM aMMIONAO03a. JJaHHBIE MMMYHOTMCTOXVMMIYe-
CKOT'O aHa/IN3a MOTYT JaBaTh JIO)KHOOTPULIATEIbHBIN M/IN TOXK-
HOIIOJIOKUTENIbHbIA pe3ynbTaT. [Ipu mpoBemeHMu CKpMHMHTA
Ha MOHOKJIOHA/IBHYIO CeKpeLio 00513aTe/IbHO IIPOBefieHNe He
TOJTIbKO 97IeKTpodope3a OeNKOB, HO U MMMyHOUKcaum K/A
CBOOOJHBIX JIETKUX IieTell MMMyHOrTo6ymnuaoB. He crepyer us-
6eraTb IMOBTOPHOTO JIAOOPATOPHOro 0OC/IE[OBAHNS [TAL[IEHTOB
B CJTy4ae COXpaHeHMsI Of03peHnit Ha AL-aMmumonsios faxe mpu
Ha/INIMY TIEPBUYHOTO HETaTMBHOIO Pe3y/bTaTa MCCIETOBaAHNI.
BmecTte ¢ Tem HCO6XO,T_[I/IMO IIpHMMAaTh BO BHMMAaHNE, 4YTO B
HEKOTOPBIX CIyYadAX MOHOK/IOHA/JIbHas TaMMalaTuA HeoIlpe-
JIeTIEHHOTO 3HAYeHNs] MOXKET IIPUCYTCTBOBATh M Y IAIMEHTOB
¢ ATTR-xapauoMmomnaTueit, yCIoXHss MOCTAHOBKY JMArHo3a.
Bo I/I366)K3.HI/[C AMATHOCTMYECKNX OI_IH/I6OK IIpy Ha/Im4Iny COMHe-
HUI He CIeRyeT OrpaHM4INBATbCA TOIBKO TEMU METOAMM, KOTO-
pble MMEIOTCS B HEITOCPECTBEHHOM JOCTYIIE, A C/IEAYET MICKATh
BO3MOXXHOCTH /IS TIPOBEEHVsI MAaKCHMMAJIbHO IIOJTHOTO Ileped-
HA I/ICCHCHOBaHI/Iﬁ, TMMO3BO/IAOIINX YCTAHOBUTD TUII aMIJIONTA:
MMMYHOTMCTOXVMIYECKOE MCCIIEfOBAHUE, MAcC-CIeKTpOMe-
TPWsL, TeHeTHYEeCKYIE UCCTIEOBAHMS.

PackpbITiie MHTEpeCOB. ABTODBI [IEKIAPUPYIOT OTCYT-
CTBJ€ SIBHBIX V1 IOTEHIMAIbHBIX KOH(IMKTOB MHTEPECOB, CBSI-
3aHHBIX € IIy6IUKaLMelt HaCTOAILel CTaTbIL.
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Bximag aBTOpOB. ABTOPBI [IEKIapUPYIOT COOTBETCTBIE
CBOEr0 aBTOPCTBAa MeXAyHapopHbiM kputepuam ICMJE. Bee
aBTOPBI B PaBHOII CTeNIeH) y4acTBOBA/IM B IIOTOTOBKE IIy6/Iu-
Kaluu: pa3paboTKa KOHIENIMY CTAaTby, OydeHNe 1 aHa/In3
(aKTHYeCKMX NaHHBIX, HAIIMCAHUE U PEefAKTUPOBAHNUE TEKCTa
CTaTbl, IPOBEPKA M YTBEP>KMICHNE TEKCTA CTATbU.
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Cnmcok cokpaeHmi

KT — xomnbroTepHas Tomorpadus

JDK — neBblit xemynouex

MK — MUTpanbHBIil KJIanaH

OOKT — onHO()OTOHHAS SMUCCHOHHAS! KOMIIBIOTEPHAS TOMOTpadust
PO®IT - paguodapmnpenapar

CH — cepaevnas HeJOCTaTOYHOCTh

TK — TpuKycnuaaabHbIi KiIanaH

OB — ¢ppaxuus BeiOpoca

UCC — gacToTa CepAeYHbIX COKpALICHUI

OKT - anexrpokapauorpadus

Ox0KI" — sxokapauorpadus

(A)TTR — TpaHCTHPETUHOBBIH aMUIIONUI03

AL-aMHIION/103 — aMHIION/I03 JIETKHX LIeTeil IMMYHODIOOYIMHOB
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