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AmunoungHas Kapanommnonatmna

Y10 Takoe amunonpos

Amnnonaos - HapylleHvie 6e1KoBOro obmMeHa, COnpoBOXaa-
toleecs 06pa3oBaHNEM U OTNIOXKEHMEM B TKaHSAX cneunduye-

cKoro 6EJ'IKOBO-I'IOJ1I/IC3X3pVI,D,HOI'O KomMnJiekCa — amunnonpaa.

OTnoXxeHvie amunonaa B TKaHM cepaLa NPUBOAUT K Pa3BUTUIO
amMmnnonaosa cepaua v amunongHon Kapguommonatun. Ha-
pPsAY C OTNIOXKEHNEM aMUIoNaa B CEPALIE NMPOUCXOAUT ero oT-
NOXEHWE U B APYIMX OPraHax U TKaHsX (HepBHble OKOHYaHUs,
MOYKM, KULLEYHUK W MP.), YTO NMPUBOAUT K UX MOPAKEHWUIO ”

Pa3BUTUNIO COOTBETCTBEHHDbIX MPOA BNEHWIA.

Bcero BbigenatoT okono 300 TMNOB aMUIOKA03a, OHAKO Hau-
60J1ee YacTo BCTPEYALMXCA He Tak MHOro: 3To AA-amunon-
[103, KOTOPbI pa3BMBAETCA Yy MNALMEHTOB C XPOHNYECKMMM ay-
TOVMMYHHbIMU 1 UHEKLMOHHBbIMU 3ab0eBaHMAMY;
AlL-amunonpo3 u ATTR- amunompo3 (TpaHCTUPETUMHOBBIN),
WMEHHO Mpu 3TUX TUMaX aMmUIoN[03a Yallle BCEro NPONCXO4UT
nopakeHue cepgua.

Ha pgonio 3Tmx BMAOB amunouposa npuxogutca 98% Bcex
aMUNOMAHbIX Kapguonatui. B nepeBom cnyuyae npoucxogut
OT/IOXKeHMe Nnerkon uenu nMmmyHornobynuHa (AL) n otnoxe-
Hue TpaHctupetuHa (ATTR). AL-amunongos ABnseTcsa rema-
TONOrMYECKNM 3a00/1eBaHMEM 1 €ro JIeYEeHNEM 3aHMMAIOTCA
Bpaun-rematonorn. ATTR-ammnongo3 MOXKHO pasfenntb Ha
HacnefcTBeHHy GopMy 13-3a MyTaLUmM B MOJIEKy e TPaHCTU-
petrHa (ATTR-v) 1 «guKoro Tuna» (paHee ero Ha3blBanu CTap-
yeckum amunongosom, ATTR-wt), B KOTOPOM MyTaLMA He UAEH-
TMOULMPOBaHa 1 OT/IOXKEHME aMuiona NPOUCXOauT BBUAY

BO3PACTHbIX HAaPYLUEHUI CEKPELIY TPAHCTUPETNHA NeYEHbIO.

PacnpocTpaHeHHOCTb aMmnIoMa03a OCTAeTCA A0 KOHLA He m3-
yyeHHoW. PaznunyHbie Tunbl ammaongosa BCTPeYvaTca C pas-
JINYHOW YacToTon. AMMNOMAO03 Ceppua ABNAETCA HepooLle-
HEeHHOW npobsiemoli, BBMAY ObICTPOro MPOrpPeccMpoBaHnA n

WHBanNVau3aumy Tpebyet 0coboro BHYMaHUs.

OTnoXeHvie aMnnonaHbIX Macc B MYOKapae NpUBOAMUT K YyTON

WEHNIO CTEHOK W HApYLUEHMIO MPOLECCOB pacciabneHus.
lNMocTeneHHO MNPOWCXOAUT AWnaTaumsa NIeBOro npencepavs,
dopmupyetca neroyHaa runepteHsusA. Mo mepe nporpeccu-
poBaHUsi 3a6oneBaHNA Ha GOHe yMeHbLueHUs nosiocTn JIXK n
CHUXKeHUSI ero COKPATUTENTbHOW CMOCOBHOCTY TAXKECTb KNUHU-
UecKux NpoABNeHnI ycyrybnaetcs.

BBuay cHuxeHnA ob6bema KpoBY, KOTOPOE CEPALE CMOCOOHO
BblIOPOCKTb B KPOBOTOK 3a OHO COKpalleHue, NpucoeaunHs-
l0TCA 0OMOPOUHbIE COCTOAHUSA. Kpome TOro, oTnoXeHne aMmu-
novaa MoXeT NPOUCXOANTb U B KNTaNaHHOM annapare cepaua,
YTO MPUBOAUT K PA3BUTUIO HEAOCTAaTOYHOCTM K/anaHoB, valle
BCEro MUTPASIbHOrO 1 TPUKYCMWAANBHOIO, UK aopTaibHOMY
CTEHO3y B cJlyyae C «AnKum» Tunom ATTR.
Pa3BuBaeTcA XpoHMYeckaa ceppeyvyHas HeJoCTaTOUYHOCTb
(XCH). MockonbKy amunong MoXKeT OTKNaAblBaTbCA He TONIbKO
B CepALe, HO 1 ApYrx opraHax 1 CMcTemax, To 1 NposABeHnA

amMmmnongosa MmoryT 6bITb pa3HOO6pa3HbI.

K cepaeyHbiM CMNTOMam OTHOCAT:
- 06LWan cnabocTb;
+ YTOMJIIEMOCTb;
« ofblllKa (MOXeT BapbUpOBaTb OT OAbIWKM Npu dusmye-
CKOWi Harpy3Ke o OfblLIKN B MOKOE);
« FTOJ/IOBOKPY>KEHUE;
- Nepebou B paboTe cepaua;
+ 06MOpPOYUHbIe 1 NPef0ObMOPOYHbIE COCTOAHNS;

* OTEKN HPKHNX KOHEYHOCTEN.

Cpepn BHecepheuHbIX NMPOSABEHUIN amuinonposa Havbonee
4acTo BCTpeYaTCA:

« pucdarua (HapyLeHue rnoTaHusA, NonepxnsaHue);

« AuCnenTuyeckmne NpoasneHna (MOHOCbI, 3anopbl);

« KOXKHble BbICbINaHUs;

* IPOTEVHYPUS;

+ OHEMeHVe NasnbLeB PyK 1 CTOM;

* MaKporinoccma (yBenqueHme A3blKa);
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« CUHAPOM CYXOro rnasa;
« CYHAPOM 3aMACTHOrO KaHana;

* OpTOCTAaTU4YECKaA r’MNOTEH3UA.

[OnAa nocTaHOBKU AMarHosa aMWUIOWOHOW KapavOoMMOnaTum
BaXkeH cOop »anob naumeHTa, CemMeriHOro aHaMHe3a, a TakKe
npoBefeHNe 3NeKTpoKapanorpadun, sxokapavorpadum, mar-
HUTHO-Pe30HaHCcHo Tomorpadum (MPT) cepaua ¢ KOHTpacTu-
poBaHueMm, cuMHTUrpadunn Mnokapga ¢ nupodocdatom, aHanm3
KPOBV 11 MOYM HA Nlerkre Lenu UMMYHOTIO0YIMHOB C UMMYHO-
duKcaupen, aHanm3 KPoBM Ha ceppeUHble MapKepbl.

Mocne nonyyeHua pesynbraToB 00CeAOBaHUA Bpay NpUHMMa-
€T peLIeHNe O HeOOXOAMMOCTI NPoBefeHNA Groncum (MOAKOoX-
HO-XKMPOBOW KNeTyaTKK, ABeHaALaTUNEePCTHON KULWKK, MUOKap-
[a, KOCTHOrO MO3ra).

MonyyeHHbIV MaTepurasn NofBEPraeTcs AOMOMHUTENIbHOMY flabo-
paTopHOMy M3yuyeHUto. B KpaiHUX cryyasx npuberatoT K npose-
JEeHMNI0 MacCc-CnekTPOMeTPUN.

Ba)HO He MPOCTO NOCTaBUTL AMArHO3, HO V1 ONPEefEeNUTb TUM aMu-

lonao03a, TaKk Kak JieyeHne ABnAeTcA CI'IELI,VI(I)VI‘-leCKVIM.

B neuyeHun amunouaHOM KapAvOMMUOMNATUM MOXHO BbIAENUTb
ABe CTpaTernmn: CMMNTOMaTYecKoe fleueHre 1 crelrduyeckoe
neyeHvie (MpoBefeHve 6onesHb-MoanduUMpyloLLein Tepanuu),
HampaBfeHHOe Ha MpeKpaLleHre WU 3aMefsieHNe OTIIOXKEHM

amunonaa.

Mpwn pa3BuUTUK ABNEHWI CEPAEUYHON HEAOCTAaTOUHOCTU (CCblnKa
Ha mMaTepuarsn) HeOOXOAMM KECTKMIN KOHTPOJb 3a NMUTbEBBIM pe-
YKMMOM 1 BECOM, MaLMeHTaM HEOOXOANMO PEKOMEHOBATb Orpa-
HUYEHVe NOBAaPEHHOW COMN.

Mpy NosiBNeHN OTEYHOrO CUHAPOMA MoKa3aHa Tepanus nete-
BbIMY NYPETVKaMI COrNAacHO MMEIOLLMMCA peKoMeHaaLmam no
neyeHunto XCH. K coxxaneHuio, oaxe npu CHUKeHHo dpakuuen
Bblbpoca nesoro xenypouka (OB J1XK) cneundunyHocTb n3MeHe-
HWI remoaVHaMu1KK TpebyeT oTMeHbl 6eTa-6110KaTopoB, NHIMOU-
TOPOB aHrMoTeH3VHMpeBpaLyatowero pepmeHTta (MAMND)/;aHTa-
FOHWCTOB PeLienTopoB aHroTeH3rHa Il (APA)/aHrMOTEH3MHOBbIX

peLenTopoB 1 HENPUIN3MHa UHrM6UTopPOoB (APHN).
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bone3Hb-moduguyupyrowas mepanus 3aBUCUT OT TWMA
aMWUIona03a, UMEeHHO MO3TOMY KpaiHe Ba)KHO He MpOoCTO
NOCTaBUTb AMArHO3 aMniIonao3a, Ho U NPOBECTU ero TUMu-

poBaHue.

JNleyeHune Al-ammnouposa - 3afaya MynbTUAUCUUNANHAP-
HOW 6purrafbl BO rflaBe C reMaTosloroM-OHKONIOroMm. JleueHne
TaKOro nauuneHTa JOMKHO MNPOXOAUTb B Cneunann3npoBaH-
HOM remaTonormyeckom crayuoHape. OCHOBOW nevyeHuA
AL-amnnonpgosa ABAATCA XUMUOTEPaneBTUUYECKIME CXEMDBI.
Lenbio Tepanuu AA-amunounposa ABnAeTcA NofaBneHue
npoayKkunn 6enka-npegwectseHHnKa SAA. 3To gocturaet-
CA NyTeM JieyeHna OCHOBHOTO 3aboneBaHusi, Ha3HAYEHUEM
UMMYHOCYNPEeCCUBHOM, MPOTUBOBOCMNANMUTENbHOM Tepanuu.
OTO MO3BONAET YMEHbWUTb KIUHUYECKNE MPOABNEHUA U
npefoTBPaTUTb NPOrpeccrpoBaHmne 3abonieBaHus.
Kputeprem 3dpPpeKTUBHOCTU ABNAETCA HOpManu3saumnsa map-
KepoB BocnaneHunsa. Cneunduryeckas NpoTMBOBOCNANNTENb-
HaA N UMMYHOCYNPEeCCMBHAA Tepanusa 3aBUCUT OT OCHOBHON
NPUYKHbI 3a60neBaHUA.

CyLiecTBYIOT pa3fMyHble CXeMbl Npuema UHrMbmTopos dak-
TOp Hekpo3a onyxonu-anbda (PHO-a), MHIMOUTOPOB UHTEP-

nenkuHa 6 (UJ1-6), KonxmumHa, UMyHHOCYNPeCcCOpPOB.

B neyeHuu ATTR amusoudo3a nosBMBLUMECA B HACTOA-
Lee BpeMa HOBble TepaneBTUYeCKMe BO3MOXHOCTU MOTYT
KapAMHanbHO M3MeHUTb cyabby naumeHTa. bonesHb-mo-
anduumpyolwas Tepanna JO/MKHA ObiTb HayaTa Ha PaHHUX
CTaguAxX PasBUTUA HEBPOJIOTUYECKUX N KapANOOrMYeCcKux
NpPOoABAEHNIN NOCKOMbKY Ha JAHHOW CTagum OHa MaKcuManb-
HO 3¢ deKTMBHa.

OTOT BUA Tepanuu MNPUBOAUT K CTabunusaumu LUpKynu-
pylowmx Monekyn TpaHCcTUpeTMHa. B 6nuxaliwee Bpemsa B
Halleln cTpaHe BO3MOXHO NPUMeHeHMe npenapaTa Tadamu-
LONC, KOTOPbIN SIBASIETCS CTabMNM3aTOPOM TPaHCTMPETHHA.
Ha3HaueHne Tadpammpmnca moxeT ObITb PacCMOTPEHO Y Ma-
LMEHTOB KakK C HacneacTtBeHHbIM Tunom ATTRy, Tak n ¢ «gu-
Knm Tnom» ATTRwt, HO CO 3HAUNTENbHOW OXKMAAeMON NpPo-

[OMKUTENBbHOCTbIO XU3HW.



