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AHHOTALMSA

AMUJIONIO3 cepllia MpeacTaBIsieT co00il MHGWIBTPATUBHYIO KapaIWOMUOIIATHIO, BO3HMKAIOIIYIO
B PE3YJbTATEC BHEKJIECTOYHOI'O OTJOXEHUA aMuJIouaa — CHCLI.I/I(I)I/I‘{CCKOFO 66J1KOBO-HOJ1HC&X3DI/I£[HOFO
KoMmIuiekca. JlaHHBI KIMHWUYECKUU cilydail TeMOHCTpUpYeT HeBepU(ULMPOBAHHOE aMWJIOUI030I10-
I[OGHOC nopaxeHue cepaua Inpu Haluduu HEOOBICHUMOTO yToaueHusa CTCHKMW HEAWJIAaTUPOBAHHOIO
JIEBOTO KEJIYAOUYKa W MPOSIBAECHUI CEPAEYHON HENOCTATOYHOCTU IO PECTPUKTUBHOMY TUIlYy Y MalU-
€HTa C MUEJIOMHOI 00Jyie3HBI0. CIOXHOCTH YCTAaHOBJICHUA TOYHOI'O AMArHo3a 3aKJIIo4YacTCd B CYLIC-
CTBOBAaHUM OOJIBLLIOTO KOJIMYECTBAa TUIIOB AMUIIONIOTCHHBIX 6CIIKOB, MHOI‘OO6pa3I/II/I KIIMHUYECKON
KapTUHBbI, OTCYTCTBUM ITATOTHOMOHMWYHBIX CUMIITOMOB U €IMHOI0 HEMHBA3MBHOI'O JUArHOCTUYECKOTO
MHCTPYMCHTaA JId BCpI/I(I)I/IKaL[I/II/I.
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Abstract

Cardiac amyloidosis is an infiltrative cardiomyopathy resulting from extracellular deposition of
amyloid- a specific protein-polysaccharide complex. This clinical case demonstrates an unverified
amyloid-like heart lesion in the presence of unexplained thickening of the wall of an undilated left
ventricle and manifestations of restrictive heart failure in a patient with myeloma. The difficulty of
establishing an accurate diagnosis lies in the existence of a large number of types of amyloidogenic
proteins, the diversity of the clinical picture, the absence of pathognomonic symptoms and of a single
non-invasive diagnostic tool for verification.
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Kimanyeckoe Ha0JoaeHue

[ManreHTka 66 JieT, UMeoIlass MHOXECTBEHHYIO
MHEJIOMY C aHEMHMUYECKMM CHUHIPOMOM U IIPOTEH-
Hypueil beHc — JI>koHca 6e3 OCTeomeCTPyKTUBHO-
ro cuHapoma, nocie 1-ro kypca tepanuu VCD,
MpepBaHHON B CBSI3U C TMOSIBJIGHUEM CHUMIITOMOB
cepaeuHoii HegoctatouHocth (CH) u HapyueHust
puTMa, OblUla MepeBeAeHa U3 IeMaTOJOrMYeCKOro
OTHeJIeHUs] KJIMHUKU MMMYHOIATOJOTMM B Kapauo-
JIOTUYECKOE OTIEJEeHUE PEerMOHAIbHOIO COCYAMCTO-
ro uentpa Ne 1 (r. HoBocubupck) st ompeaene-
Hug npuunH CH, HazHayeHUM Tepamnuu U OIpeje-
JIEHUST JAJIbHEWIIEH TaKTUKU JICUCHUS.

W3 anamuesa

Brnepsbie >xano0Obl Ha 0010 C1abOCTb, OAbILI-
Ky WHCIIHMPATOPHOTO XapakTepa, OO B CpemHei
TpEeTU TPYAWHBI JABAIIETO XapakTepa IIpHU XOIhOe,
MPOXOAVBIIIME TIPU OCTAHOBKE C HAKJIOHOM BITEpe
B TeueHUe 1—2 MUHYT, mossBWIKCHL roa Haszan. [lpu
oOpallleHMu Yepe3 IoJroga K y4acTKOBOMY Tepa-
MEeBTY 3a MEAULIMHCKOW MOMOIIbIO Yy MallMEHTKU
OOHapyXeHbl ToJuAe(ULIMTHAST aHEeMUsI C YCKO-
peHHbIM COD, moagoCTphlii ayTOUMMYHHBII TUPEO-
uaut. [lpoBoawioch JeueHUE TUPEOUAUTA IIpe.i-
HU30JIOHOM; Ha (pOHEe TeparMu TOPMOHOM O0JIeBOIi
CUHAPOM B TIPYIMHE KYIHUPOBAJICS. YUUTHIBAs OT-
KJIOHEeHUSI B KJIMHUYECKOM aHajIM3e¢ KPOBHU, HayaT
OHKOCKPpMHMHT. OHKOJIOTMU 3KEIyIKa, MOJOUYHBIX
Kejie3, KUIIeYHWKAa He BBIIBICHO, KOCTH deperia,
Ta3a, ITO3BOHOYHMKA 0e3 HECTPYKTUBHBIX M3MEHEe-
Huii. [Ipy cTepHAIBHONM MyHKIWMWA IHATHOCTHUPOBA-
Ha MHOXXCECTBEHHas] MuesioMa. [IpUHATO peleHune
HavaTh KypC XWMHWOTEpaIllMi B TEMAaTOJOTMYECKOM
OTIIEJICHUM, KOTOPBIii OBbLT NpepBaH H3-3a IOSIB-
JIGHUSI 4YacTbIX IIPEACEPAHBIX SKCTPACUCTONIMU U
kauHuku CH: mHcnupaTopHasl onbllliKa B XOAbOe
110 POBHOW MECTHOCTH, B TOPHM30HTAJILHOM IIOJIO-
JKEHUHU, PEe3KOe CHMXEHUE TOJCPAHTHOCTH K bU-
3UYecKOoii Harpyske, obOuias ciaboctb. IlammeHTka
repeBeJcHa B KapAUOJOIMUECKOe OTIEICHUE.

OO0 beKTUBHBI CTATYC

CocTosTHUE CpemHell CTeTIeHM TSKEeCTH, KOXK-
HBIE TTOKPOBHI YHMCTHIC, BiaxHble. [lepudepuuec-
Kre auMdpaTndecKrue Y3Jbl HaJIbIUPYIOTCS B Hal-
KTIOYMYHBIX  00JIACTIX, MSITKOM KOHCHCTEHIINH,

HeMHoOro yBenmdeHbl. LlluToBumHas kenesa He-
CKOJIbKO yBeqnueHa. ['paHUIBI cepalia paciIvpeHbl
BJIEBO, TOHBI CepAlla TPUTIYLIEHbl, APUTMUYHBI,
akueHT Il ToHa Ha aopTte. ApTepuanibHOe AaBICHUE
120/80 MM pT. CT., YacToTa CepACUYHBIX COKpalle-
Huii (YCC) 84—100 ymapoB B MMHYTY, PUTM He-
MpaBWIbHBIA. B JIerkuMx abIxaHue BEe3HMKYJISIPHOE,
MPOBOAMTCS I10 BceM oTaeiaaM. Yacrora mbIxaTellb-
HBIX [BMXEHUI 18 B MUHYTy, caTypalusi KpOBU
kuciaopoaoMm 98 %. 2KuBoT msarkuii, 6€300J€3HEH-
HBI, TIEYCHb HE BBICTYMACT MU3-TIOA Kpast peOepHOit
IyTH, pa3Mepbl B TIpeesiax HopMaldbHBIX. [lepude-
puYecknx OoTekoB HeT. Jluypes, cTtyn 06e3 ocoOeH-
HOCTEW.

JlaHHbIE J1A00PATOPHBIX U HHCTPYMEHTAJIBHBIX
MEeTOI0B 00C/IeI0BAHUS

ITo noxkasaresnsiM 00IIero aHaiu3a KPOBU: aHe-
MUSI JIeTKOW cTerneHu (comepxkaHue TeMOrioOuHa
98 r/n, spurpouuTtoB 3,03 x 10'?/1, remMarokpura
29,8 %), nevikouurtapHas (opmyna, COD B HOpMe.
Buoxumuyeckunii aHaJu3 KPOBM: MapKephl TenaTo-
LIMTOJIM3a U XoJiecTa3a B pedepeHCHOM Hara3oHe;
JIUMUAOHBIN TpodWIb B HOpME; OOMEH XKejle3a Ha-
pYIIeH: HU3KWI ypOBEHb CBIBOPOTOUHOTO Keje3a
(2,6 MKMOJIB/JT), HU3Kasl XKeJIe30CBI3bIBAIOIIAs CITO-
COOHOCTh CBIBOPOTKM (36 MKMOJIB/JT), COmepKaHUe
depputrHa TIOBBIIIEHO (00Jee 500 MKT/IT); YPOBCHB
kanus (4,16 mmonb/n), Hatpus (137,9 MMmomb/1) B
nepezaesax HopMmbl. OYHKIUS TTOYEK HE3HAYUTEIHHO
CHIDKEHa (CKOPOCTh KJIYyOOUKOBOM (huibTpanuu (1o
dopmyne CKD-EPI) 77 mun/mun/1,73 m?). T'opmo-
HaJIbHBIMA CTaTyC IUUTOBUIHOM XKeJIe3bl B Ipeaesiax
HOpMaJIbHbIX 3HauyeHuii. [lpu ompeneneHuu IMoIy-
KOJIMYECTBEHHBIM METOIOM COJlep>KaHWe MO3TOBO-
ro Hartpuityperuyeckoro ropmoHa (NT-pro-BNP)
900 mir/mn. [lo pesynbraTam aHajaM3a MOYU: TPO-
TEUHYpUs, JIEUKOUUTYypusi, Haauuue Oenka beHc —
J>xoHca.

[To DKI: BoibTak yMEpeHHO CHUXKEH, CUHY-
coBbiii putMm, YCC 96 ymapoB B MHUHYTY, yacTas
MpeAcepaHasl 3KCTPACUCTOIMSI, SIMU30Ibl  Oure-
MMHUM, TIpoBaj 3y6la R B TPYIHBIX OTBEACHUSIX
(VI-V4). Y3U opraHoB TpynHOii, OpIOIIHOM, 3a-
OpIOIIMHHON TMOJOCTH, ILIMTOBUIHON Xeje3bl 0e3
ocobeHHocTei. IIpoBoaunace nuddepeHLmantbHas
JMAarHOCTUKA C TOJ03PEHMEM Ha OCTPBIi KOpoHap-
HbIA CUHIAPOM C AaTUIMYHON KJIMHUKON U MU3MEHE-
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Husmu Ha DKI'. Mapkepbl HeKpo3a MUOKapia: ak-
TUBHOCTb KpeaTUH(HOCHOKMHA3BI MPU MOCTYIUIEHUN
44 En/n c pocroM a0 92 En/n, comepxkaHue BBICO-
KOUYBCTBUTeIbHOro TpomoHuHa I 0,5 Mxr/m ¢ po-
croM 1o 0,8 Mkr/a. C 1ebi0 UCKIIOUEHUS OCTPOTO
KOPOHApHOTO CHHIpPOMa WHBA3WBHAs KOpPOHAapHas
aHTrorpaust He BBHITIOJIHSIACH BBHUAY OTCYTCTBUS
TUMAYHBIX (PAKTOPOB PUCKA Yy MALMEHTKU: OTCYT-
CTBUE MJAHHBIX 3a WIIEMUYECKYI0 OOJIe3Hb Cepa-
11a, OTCYTCTBME aTePOCKJICPOTUYECKMX ITOpaXKeHUN
opaxuonedanpHbIX aprepuit Ha Y3U. Ilo manHBIM
BSXOKapauorpauy BBISIBICHBI YBEJIMYEHUE IIPaBO-
TO W JIEBOTO TIPENCepauii, TUMepTpodUsl CTEHOK
geBoro xeaymouka (JIXK) (uHmekc Maccbl MuO-
kapna JIK 182 r/M?, KOHEYHBIA OUACTOJIMYECKUIA
pasmep JIDK 4,51 cM, KOHEYHBIA CUCTOJMYECKUI
pasmep JI2K 3,0 cm, TtommmHa 3agHei cteHku JIDK
1,67 cM, TOMILMHA MEXCOKEIYI0YKOBOW Ieperopo-
ku 1,74—1,63 cm). CokpaturtesibHasi CIIOCOOHOCTh
JIK He cHmkeHa, dpakuus BoiOpoca (PB) 61 %
no Teichholz, Hapyienue auacToandyeckoit (yHK-
v JIK II cremenu. 30H HapylieHUs JTOKaJbHOMU
cokpatumoct Muokapaa JIZK Hetr. KianaHHbIi
anrmnapaTt 6e3 0coObIX U3MEHEHU.

YuuteiBas HEOOBSICHUMOE YTOJILEHWE CTEHKU
HenwitatupoBaHHoro JIZK, KIMHUYECKU MPOSIBISIO-
myrocsa CH ¢ coxpanennoit @B JI2K, BbICOKMIT ypo-
BeHb NT-pro-BNP, «mceBnonH@apKTHbIN» MaTTepH
Ha DKI', Hanuyue MuesIOMHOI 00Jie3HM B aHaAMHe-
3¢, MpEeaIojarajicss aMWIONI03 cepalia, CBSI3aHHBIN
C MHOXECTBEHHOI MueaoMoil. 111 moaTBepKaeHUS
JIAHHOTO TMarHo3a TpeboBajach OMOICUST MUOKapaa
C TOCJIEOYIOIIMM THCTOJIOTMYCCKUM aHaJIM30M, HO
JaHHAs TIpoIleAypa MMEET BBICOKMI PHCK OCIOX-
HEHMI, B CBA3M C YeM PEIICHO HAIIpaBUThH ITaIy-
eHTa Ha CUMHTUTpaduio cepala s BepupUKAIUN
amuionna ATTR-tuna, aasg KoToporo, B OTJIUYME
OT NpYrux TWUIIOB, XapaKTepHO HaKOIUIEHWE psiia
pamnodapmriperapatoB (P®IT) B Muokapne. Ho mo
MaHHBIM CUMHTUTpaduu cepaua U OoaAHOMOTOHHOM
SMUCCUOHHOM KOMITBIOTEPHOU TOMOIrpachuu MHUO-
kapaa ¢ Tc-99m-nupdoTexoM yOeauTeNbHbIX AaH-
HBIX 3a IOBBIIEHHOE HakoiuieHune P®IT B muo-
kapae JI2K, xapakrepHoe mns ATTR-amunounosa,
He moaydyeHo. OmHaKoO IIOCKOJbKY HaKOIUICHUE
POI1 HecneuucbUyHO, HEIb3sl MCKIIOYUTH HaIM-
yye OPYroro TUIMAa aMWIOWAA, HE YYBCTBUTEIBHOTO
K gaHHoMmy P®II, unm elue HemocTaTOYHOE IOpa-
JKEeHUe TKaHH, TPU KOTOPHBIX CHUMHTUTPA(PUSI MOXET
JlaBaTh JIOXHOOTPUIIATEIbHBIN PE3yyIbTar.

OKoHYATENbHBIN KJIMHNYECKHIl TUarHo3

E85.8. KapmmommomnaTuss CMeIIaHHOTO TeHe-
3a (TOKcuyeckas, TICEBIOAMWJIOWUIO03, aCCOLUMPO-
BaHHBII C MHOXECTBCHHON Mmueaomoit). Yacras
npeacepaHas skctpacuctonus. ['uneprpodus JIK.
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Xponunuyeckasg CH c¢ coxpannoit @B JIXK (61 % mno
Teichholz) IIA. ®yuxkumonanbHb Kimacc I mo
NYHA. MHoxecTBeHHass MMeJIoMa ¢ aHEMUYECKUM
CUHIpPOMOM U mnpotenHypuein benc — [Ixkonca, 0e3
0OCTeOJIeCTPYKTUBHOTO cuHapoma. IgA-x, IIA cra-
mug 1o Durie. 111 craguga no ISS. Cocroguue 1io-
cne 1-ro xypca VCD 27.01-29.01.23. AyrouMmyH-
HBIII TUpeONINT B (ha3ze 3yTHUpeo3a, MEANKAMEHTO3-
HO KOMIICHCUPOBAaHHBIN.

Karamnues

3a BpeMs TIpeOBIBAaHUS B KapIHOJOTMYCCKOM
OTHEJICHUHN TTallMeHTKe IMoJ00paHa Tepanus IS cTa-
ounuzanuu coctostHus no CH: mepuHaonpuia 2 mr
BEUYEPOM IIOA KOHTPOJEM apTEepUAIbHOIO JaBie-
HUSI, SIUIEPeHOH 25 Mr, manariauduo3uH 10 mr/cyr,
meTornpojioa 50 Mr yrpom + 25 Mr BeuepoMm MOJ
koHtponieM YCC, auerwiacaaiuuuioBas Kucjaota +
MarHus ruapokcun 75 mr + 15,2 mr, deppym Jek
100 wmr/cyr. Ha ¢oHe Tepanmuu HHUBEIMPOBAHBI
cumntombl CH, HapylieHne puTMa KyIMPOBaHO.
Brimucana ¢ pekoMeHZAUMSIMU O TIPOIOJKEHUM
CUMIITOMATUYECKOM TEpATNUU, NATBHEUIIEM IWUHA-
MHUYECKOM HaOMIOACHUM U TIPOBEACHUU BTOPOTO
Kypca mojmxuMuoTepani. K MOMeHTy rocnuTaim-
3alMU YXYOIIWIOCHh cocTossHue mo CH, mossumuch
IUTOTHBIE OTEKM Ha ToyieHsX. [locie Kypca XMMHO-
Tepanmuyu OTeKW YMEHBIIMINCh. MOXHO TIPEAIoNo-
KWTh, UTO TICEBIOAMIJION HaKaIIMBaJICI M B TKa-
HSIX TOJIGHEH, a Takke CIOCOOEH pa3pyllaThCsl IO
BJIMSIHUEM HEKOTOPBIX XMMUOMPENapaToB.

Oo6cyxneHne

CepleuHblil aMUIOUIO3 SIBJISIETCS CEPbE3HBIM
MPOTPeCcCUpPYIOIMM WHQMUILTPATUBHBIM 3a00jeBa-
HUEM, KOTOPOE BbI3BAHO OTJIOXEHUEM aMUIOUIHBIX
¢ubpmin B cepaeyHoil TKaHU [l1]. AMMIOMIHBIC
ubpwITBEl 00pa3yloTCsi B pe3yjibTaTe HapylICHU
CBOpAYMBAHUSI M arperanuy pa3TudHbIX O0eakoB [2].
DTO MOTEHIMATBHO XU3HEYTPOXKAIOIIIee COCTOSTHUE,
00YCJIOBJIEHHOE OPTaHUYEeCKUM TTOPaKEHUEM MMUO-
Kapna, MPUBOMIIIMM K HapylIeHWIO €ro COKpaTH-
Mocti u passutuio CH [3]. CymecTtByer 36 THIOB
0eJIKOB, CIMOCOOHBIX (DOPMUPOBATH AMUJIOUA U BbI-
3pIBaTh JIOKAJTbHBIE WJIA CHUCTEMHBIE TOPaXKEHUS
[4]. VI3 HMX WU3BECTHO MAEBATH AMUJIOWIOTEHHBIX
OeJIKOB, KOTOpblE HAKarUIMBAIOTCSI B MMOKapJe.
Bonee 85 % ciyyaeB amMuIOMIO30B Cepilia BbI-
3BaHO OTJIOXXEHUEM JIETKUX LleTleil MMMYHOTIJI00Y-
nuHOB (AL-amunouno3) u tpanctupetuHa (ATTR-
amunonno3) [1]. TpaHCTUPETMHOBBII aMMJIOMIO3
cepaua (ATTR-CA) sBnsiercst Bce Oojiee MpU3HAH-
Hoit mpuumHOii CH m cMepTHOCTM BO BCEM MHpe
[5], ero HeobOxomumo yuuTHIBaTH TpU AUdbEpeH-
nuaibHON auarHoctuke marueHtoB ¢ CH ¢ co-
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xpaneHHoit @B JIXK [6]. Takke BaxeH TOT (akT,
YTO aMWJIOWI03 OOHapyxkuBaeTcs ¥y 15 % OOJbHBIX
MUEJIOMHO# Oosie3Hbio [7].

MexayHapoaHble KOHCEHCYChl M KJIMHMYECKUE
PEKOMEHAALMKU BBIICISIOT HECKOJbKO OCHOBHBIX
«KpacHbIX (yiarop», KacaloolIMXCsl HapylIeHWH pa-
0OTHI cepalla UMEHHO Tpy aMuioumose cepaua [1].
I'maBHBIM M Haubosiee pacrpOCTPaHEHHBIM IMPU3HA-
KOM aMWIOWI03a SIBJISIETCS HEOOBSICHUMOE YTOJI-
lIIeHWEe CTeHKM HeawnaTupoBaHHoro JIZK, kKiumHuU-
yeckoe mposiBiieHne CH mpu coxpannoit @B JIK.
Jist Toro 4rtoObl 3anogo3puth ATTR-amunonnos
cepiia, BBIIIETIEPEUNCIEHHOE IOJKHO COTPOBO-
KIATbCI KaK MUHHUMYM €Illeé OTHUM <«KpPacHBIM
(marom»: CH c¢ coxpannoit ®B JIXK B >65 ner,
CTEHO3 aOpTAJIbHOrO KJjamaHa B >65 JjieT, TMIIOTeH-
3Ud WIA <«HOPMOTEH3HS» IIPU HAJIMYUU apTepu-
QJIbHOM TUIIEPTOHMM B AaHAMHE3€, OTATrOLIECHHBIN
CEMEUHBI aHaMHE3, AaHOMAJIbHOE COOTHOILICHUE
BoJibTaxk/Macca JIZK, «mceBmoMHMapKTHBIR» TIaT-
TepH Ha OKI', HapyuieHUs1 MTPOBOAUMOCTU, BBICO-
kuit ypoBeHb NT-proBNP u npyrue xapauaibHbie
WU/WIM  9KCTpakapauadbHble CUMIITOMBI. Pa3Butue
ATTR-amuiionso3a He COMPOBOXIAETCS W3MEHE-
HHMEM J1abopaTOpPHBIX MOKa3aTeseil, KOTopble 00Jia-
ITaqd OBl TOCTAaTOYHOM CIEIMU(PUIHOCTHIO WA UyB-
CTBUTEJbHOCTBIO [S5]. Eciv manueHT COOTBETCTBYET
KPUTEPUSIM, TIPW KOTOPBIX MOXKHO 3aloI03pHUTh
ATTR-amunongo3, mMetonomM BbliOOpa ISl AMArHO-
CTUKHM CTAaHOBUTCS CIMHTUTPAdUS MHUOKapma ¢ Me-
yeHbBIMU (pocaTHBIMM KOMILICKCAMH, WHTCHCHUB-
Hasl 3a7epXKKa KOMIUIEKCOB B OCHOBHOM SIBJISIETCS
natorHoMoHnyHoit misg ATTR-tuna, a orcyrcrBue
MOMIOIIeHUSI, KaK MpaBWIO, UCKIIOYaeT 3TOT Aua-
rHo3 [4]. TlokazaHo, 4YTO HEKOTOpbIe CUTyalUUU
MOTYT TPUBECTU K JIOKHOMY CEpACYHOMY IIOIJIO-
LIEHNI0, W HaKoIUIeHHWe paarodapMalleBTUUeCKO-
ro Ipenapata B TKaHU MUOKapaa HecrneuubuyHo
[1]. JloxkHOOTpULIATEAbHBIN PE3YabTaT MOXKET ObITh
MPY HEKOTOPHIX BapHaHTaX T'e€HETHWYECKU OOYCIIOB-
neHHoro ATTRv-, AApoAl-, AApoAll-, AnoAlV-,
AP2M-amunonosa, MpyU HAYAJIBbHBIX CTAAUSIX 3a00-
JIEBAaHUSI WJIM JIETKOW (hopMme, MPU KOTOPBIX CIIMH-
Tiurpadus OKas3bIBaeTCsd HeWMH(pOpPMaTWBHA W3-3a
HEIOCTaTOYHOIO Pa3BUTHUS TMOpPaKeHUS TKaHeil. B
TaKWX CUTYallMsIX HeWMHBa3WBHAs AMArHOCTUKA He-
BO3MOXHa, M <«30JI0TBIM CTaHIAPTOM» BepuQuUKa-
MU AuarHo3a OymeT SBJISThCS OWOTICHS MUOKapiaa
C TIOCJIEAYIONIUM TUCTOJIOTUYECKMM aHanu3om. On-
HaKO JaHHas Ipolieaypa IMTOMHUMO BBICOKOTO pHCKa
OCJIOXKHEHU ISl TIallMeHTa TpeOyeT ITOCCIYIOLINX
CJIOXHBIX OTUATHOCTUYECKUX TIPOLECAYP IO TUIIMPO-
BaHuIO amuiouaa [8].

JleyeHue cepaeyHOro aMuIOWAO3a 3aKJIIOYaeT-
ca B JeueHun CH, aputmuii, HapylleHUI TPOBO-
IUMOCTH, TPOMOOIMOONUIA, TMPeaOTBpALIECHUN OC-

JIOKHEHUI ¥ TIPENOTBpAIlCHUM WIM CHWXCHUU
CKOPOCTHU OTJOXEHHUSI aMUJIOMIa C IOMOIIbIO CIie-
Hudpuyeckoil TapretHoit tepanuu. Crienudpuyeckas
tepanusi ATTR Ha maHHBIE MOMEHT MpeAcTaBieHa
€IUHCTBEHHbIM ACHCTBYIOLIMM BEILIECTBOM — Ta-
damunucoM, celeKTUBHbIM cTabwiuzatopoM TTR,
CBSI3bIBAIONIIMMCSI C HAaTUBHOM hopMoii Oeska, 4To
NpeaoTBpallaeT AMCCOLMAIIMI0O KOMILIEKCa Ha MO-
HOMEpHl UM 3ameisieT amuiiouaoreHe3 [S5]. Takoke
3((HEKTUBHOCTD B JIEUEHUU aMUJIOU103a, B OCOOEH-
HocTM AL-THma, TToKasajay TpernapaTbl XMMHOTepa-
WA [OJIg JICYeHUS MHOXKCECTBEHHON MMEIOMBI [9].
CTOUT OTMETUTH, UTO TP IIOJO3PCHUM HA aMu-
JIONI03 cepalla KaK MOXHO paHbIIe MOKEeH OBITh
TOCTaBJICH OKOHYATENbHBI OWAaTHO3, ITOCKOJIBbKY
pe3yNbTaThl JICUCHUS ITIallMeHTOB BO MHOTOM 3aBH-
CIT OT CBOEBpPEMEHHOro Hauasia JieueHus [1].

3akiouenue

AMUIONI03 Ccepalla TpeACTaBisgeT coboil He-
IOOLICHMBaeMOe 3a0oJIeBaHME, XOTS U BCTpedaeT-
Cs HE4YacTo. DTO COCTOSIHUE OBICTPO MPUBOIUT K
pazButuio CH wu gBiasgercd KMU3HEYTPOKAIOIINM.
OTCyTCTBME MATOTHOMOHMYHbBIX IIPU3HAKOB, pa3-
HooOOpa3ue KJIMHUYECKON KapTHUHBI, Hecrnelmpuy-
HOCTb METOJOB OUArHOCTUKHU, OTPAaHUYECHHOCTh He-
MHBAa3MBHOI CTpaTeruyd B aJrOpUTME JIUArHOCTUKHU
00YCJIOBIMBAIOT CJIOKHOCTb YCTAHOBJIEHUSI TOUHOTO
JIMarHo3a, 4To MOXKET IMPUBECTH K HeOJIaroIpusr-
HOMY TIPOTHO3Y y TakKMX mauueHToB. Heobxommmo
YUIUTBIBATH 3Ty MPoOJIeMy, KPUTEPUM HUArHosa,
«KpacHbIe (pJlarm», BO3MOXHOCTA HEWHBa3WBHOM
IUATHOCTUKN YW Ha3HAYCHUS TApreTHOM Tepaltniiu.
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