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OCHOBHI NOJ1I0XXEeHHA

* AMIiNOIfo3 — ue reTeporeHHa rpyna 3axBoptoBaHb, 3yMOBJIEHMNX
HAKOMWYEHHAM aMiNIoIAY B Pi3HMX TKAHMHAX | OPraHax OpraHi3my.

o AMinoig € dibpnnapHoto 6iNIKOBOK peYOBMHOL, LLLO
HAKOMWYYETLCA B NO3aKJITMHHOMY NPOCTOPI. AMiNnoig,
336apBNto€ETHCS KOHro YEPBOHNM i B MONSAPU30BAHOMY CBIiTAi
HabyBa€ 3e/1€HOro KOMbOPY.

» ETionoria aminoigo3sy moxe 6yTn cnaakosoto abo HabyToro, amMinoigHi
BiZIKN3aAeHHS MOXYTb 6YyTN NToKaSIbHUMK abo cncteMHMMN. LLi KNiHiYHi
dopMn TakoX NoAinaTbLCA BiANOBIAHO A0 bioxiMiyHOro cknaay
aminoigHnx ¢ibpun.

* KniHiYHi NposiBM aMinoiao3y pisHOMAHITHI | CKNaAHI AN1A pO3Mni3HABAHHA.

AL (aminoin 3 nerkmnx naHLoriB) aminoigos

* AL-aminoifgos noB'A3aHMN 3 AUCKPA3IE NIa3MATUYHUX KNITUH | MOXe
6yTH inionaTMYHMUM (NepBNUHHMM) abo NOB'A3aHMM 3 MIEJIOMHOO
xBopoboto. Mpn AL-aminoinosi aminoigHi ¢ibpmnnm cknagaroTbca 3 Kanna
abo nambaa (4acTiwe) Nerkmnx aHLUriB MOJ1eKY/T MOHOKIOHAIbHNX
iMyHOr106YNiHiIB.

* LllopiyHa 3axBOPOBaHICTb CTaHOBUTb 621M3bKo 1/100 000 HaceseHHS.
CepepfHin BiK Nijg Y4ac BCTAaHOBJIEHHA AiarHO3Y CTaHOBUTb NPNBJIN3HO
60 pociB.
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O3HaKn Ta CUMMNTOMM

* CMMNTOMM Pi3HOMAHITHI i IX BaXKKO pO3Mi3HaTH, TOMY AiarHos
BCTQHOBJIKOKOTb YaCTO i3 3aTPUMKOIO.

e 3araJibHi CUMNTOMM
o CnabkicTb, BTOMA

o BTpaTa Macm Tina

* LUKipHi nposBu
> MepiopbiTanbHa nypnypa (PMCYyHOK
[osra e | primary amyloidosis in €...]), neTexii, ekximo3

o Manynun

* CMHApPOM 3an'ACTKOBOro KaHaJsy, 3a3BNYan, ABOCTOPOHHINY 20 %
BMMNaaKiB

* 36inbweHHs A3nka y 10% Bunaakis (pUCyHOK
[39%p2xenn7| Macroglossia in a patien...] )

* [lowKVpeHNM € aMinoiIao3 cepus Ta, 3a3BMYaN, NPOABAAETLCA Y BUTNAAI
pPeCcTPMKTMBHOI KapAioMionarTii. Y nauieHTa noctynoso byae
PO3BMBATUCSA 3aCTiMHA CEPLEBA HEAOCTATHICTb. XapaKTepPHi 3MiHM Ha
EKT: HM3bKMI BosibTax 3y6LiB Ta KoMmnaekc QS B rpyAHMX BiaBeAeHHAX,
LLIO MOXKe iMiTyBaTW iHPAPKT MioKap/Aa NepeaHbol CTiIHKWN. XapaKTepHi
NOPYLLUEHHA NPOBIAHOCTI N apUTMil. MOXIMBE BUSIBIEHHS XapPaKTEPHMX
3MiH Npu exokapaiorpadii.

* [loWKVPEHNM € aMiNOIA03 HNPOK, TUMOBI NPOABK BKJIKOYAOTb
NpoTeiHypito, HedPOTUYHNI CMHAPOM 36O HUPKOBY HEJOCTATHICTb.

* YpaXeHHA KNLWEeYHNKA YaCTO NPOABAAETLCA MOOANHOKMMN
cuMnToMamu. MopyLleHHSA NepucTanbTUKKY (aiapes) TpannsaoTbca
YacTiwe, HiXXK MOPYLUEHHA BCMOKTYBAHHS.

» 36isblLUEHHA NeYviHkK abo cenesiHku

* Y10 % BMNagKiB CEHCOMOTOPHa nepudepnyHa Henmponaris.
OpTOCTaTMYHA riNnoTeH3iA Ta Aiapes € CUMNTOMAMM aBTOHOMHOI
Henponaril.

* AMIiNOiIf03 IereHb MoXe NposABAATUCA KallieM abo 334MLLKOIO.

* YpaxeHHs cyrno6is Np1 aMinoifosi TpansfeTbes piaKo. Moro o3Hakm Ta
CMMMTOMM BKJIKOYAKOTb XPOHIYHY, CUMETPUYHY, HEEPO3UNBHY,
CEepPOHEeraTMBHY apTPONaTito 3 YPa>KEHHAM Me4yoBuX (CUMNTOM
NiANNiYHMKIB), NPOMEHEeBO-3aN'ACTKOBMX, KOJTIHHMX i NasibLEeBUX
cyrno6is. OCHOBHMMW CMMNTOMAMM € HABPAKNICTb Ta CKYTICTb cyrnobis.
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NabopaTopHi 3MiHK

* Manxe y BCiX NaLiEHTIB Y CMpPOBATLi KpoBi abo ceyi BUSBNAETLCA
NO3UTUBHMN M-KOMMOHEHT.

* Moxnuse nigsuileHHA LLOE.

* MoOXNMBi NPOTEIHYPIA Ta NIABMLLEHHA PiBHA KPEATUHIHY B NJ13a3Mi KPOBI.

PeaktnBHmnmn AA (aminoig A) aminoinos (BTOpMHHUN)

* AMIiN0ifo3, NOB'A3aHNM 3 XPOHiYHO iHeKUieto abo 3anasibHNUM
33aXBOPOBAHHAM. Y DiHNAHAIT OCHOBHMM NPUYNHHMM 3aXBOPHOBAHHAM €
PEBMATOIAHMUN apTPMUT.

* AMinoigHi ¢ibpunn cknaaaoTbes 3 AA-NpoTeiny, noxigHoro binka-
nonepeaHnKa, CMUpoBaTKOBOro aMisioigHoro npoteiny A (CAA), wwo €
6inkoM roctpoi ¢pasu.

* HanbinbLl NoWwMpeHMM KNiHIYHMMUK NPOSIBAaMM € NPOTEiHypifA abo
HePPOTUYHUM CMHAPOM. 3aXBOPHOBAHHA MOXE TaKOX NPOSBJATUCL Y
BUINAA4I HUPKOBOI HEAOCTATHOCTI.

* AMINOIA BiAKNA[AETLCA i B iHLWLINX OPraHax, asie YacTo He BUKJIMKAE
HISKMX cuMNTOMIB (KMLLEYHWUK, CepLE, MeYiHKa, cenesiHka, WwmntonoaibHa
3a/1033, HAAHUPHUKMW).

A-6eTa-2-M-amMinoigos To6TO Aianis-acouinoBaHmnm
aminoigos
* Y naujieHTiB, aKi TpMBanuin Yyac nepebysatoTb Ha Aianisi (7-10 pokis), B

pe3y/ibTaTi HAKONMYEHHA CMPOBATKOBOIro 6eTa-2-MikporsiobyniHy B
TKAQHWHAX MOXKe PO3BUHYTUCA aMifoifos.

* A-6eTa-2-M-aMinoifgo3 BUKJINKAE CKENETHO-M'A30Bi CUMMNTOMMW: CUHAPOM
3an’'acTkoBOro KaHany, 6inb y Benmknx cyrnobax, Kictm Ta nepenomm
KiCTOK.

* A-6eTa-2-M-aMinoifo3 cborogHi TpanNAETbLCA AyXKe pigKo.
Crapeunn aminoinos

* ATTR-aMminoigo3 BUHMKAE Y I0AEN NOXMUIIOro BiKy. BiH Mo)ke BUKIMKATKH
cepueBy He4OCTaTHICTb.
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CnapgkoBi opMu aminoigosy

* AGel-amMinoinos, wo 3ycrpiyaerbca y PiHnanaii (cuHapom MepeTos),
BUKJIMKAE AereHepaLito poriBku Ta napes MueBoro Hepaa.

» ATTR-aMminoino3 npoasnseTbCa y BUrnaai nepndepmuyHoi Ta aBTOHOMHOT
HeMnponartil, eHTeponaTii 1 KapaiomMionaril.

JiarHocTtunka

* [Mipo3pa woa0 HasaBHOCTI AL-aMinoino3y 6a3yeTbca Ha AAHMX KAiHIYHOT
KapTUHU (HeDPOTUYHNI CMHAPOM, KapAioMionaTif, 36iNbLLUEHHA NeYiHKK
abo nepndepnyHa HerMponaTia) Ta BUABJIEHHI M-KOMMOHEHTY B
CMpOBaATLi KpoBi abo ceui.

* HamnowwpeHiwoto niacTaBoo Nigo3poBatn AA aminoigos €
NpOTEiHYpifA Y NALiEHTa 3 peBMAaTOiAHNM apTpUTOM. MocTinHe abo
NOBTOPHE MiABNLLEHHA cnpoBaTkoBoro CPb € dpakTopom pnsmky
pPO3BMTKY aMinoigosy.

* [na AiarHoCTUKM aMinoiao3y NpoBOAsiTb TOHKOIOJIKOBY acnipaLiniHy
6ioncito NiALWKiIpHOT KNITKOBUHM YepeBHOI CTiHKM abo TKaHMHHY bioncito
YPaXXeHoro opraHy (HMpKa, NpsAMa K1LLKJ, NeYyiHka, cepue).

o 1NA TOHKOroJIKOBOI acnipauil peKOMeHAYETbCA 3aCTOCYBAHHA
lwnpuua o6’'emom 10 a6o 20 M i ronkm poamipom 0,9 x 38 MMm.
[na nonerweHHA NpoBeAEeHHSA acnipauil BAKOPUCTOBYOTb
TPUMaY WNpurua. ACnipaT 3 WNpMLa HAHOCATb HA YMCTe
npeaMeTHe CK/10 Ta PO3MNOAiNA0Tb 3@ AOMOMOrOH iHLWOro
YNUCTOro NPeaAMETHOrO CKN1a. 3pa3okK € Penpe3eHTAaTUBHMM, SKLLO0
BiH MiCTUTb PparMeHTN XNPOBOT TKAHNHW, BUANMI HEO36POEHNM
OKOM, a He /inLle TOHKI XXMPOBI NJiBKN.

o Akuo npun dapbysBaHHi KOHro YepBoHMM NiATBEPAXKYETLCA
AiarHo3 aminoigo3sy, cnig npoBecTn iMyHOriCTOXIMIYHE
TUNYBaHHA.

* lMpwn AL-aminoinosi HeobxiaHe NpoBeeHHA NoAasbLUMX AOCNIAXKEHb A1
BUKJIIOYEHHA abo niaTBepAXKeHHA MIEJIOMHOT XBOpOO M.

JliKyBaHHSA

* JlikyBaHHS aMinoiAo3y NpoBOANTLCA B CNELiaNi30BaHMX BiAAINEHHAX.
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* JlikyBaHHA AL-aminoigo3y cnpssiMoBaHe Ha AdHOMAJIbHUN KJ10H
NA3a3MaTUYHUX KNiTUH; 3a3BMYaN iHTEPMITYIOYA Tepania KoMbiHaui€o
MendanaHy Ta 4eKCAMETA30HY 3 Pi3HUMN LMTOTOKCUMYHMMM areHTaMu,
a60 B OKpeMMX NALIEHTIB LMTOTOKCMYHA XiMioTepania B NOEAHAHHI 3
TPaAHCMAHTALLIEI0 CTOBOYPOBUX KNITUH.

KomeHTap ekcrniepTa. 3riaHO 3 iHCTPYKUIED ANA MeANYHOro
33CTOCYBAHHSA 3apeECTPOBAHMM B YKpaiHi CTaHOM Ha 16.05.2019
NiKapCbKni 3acib MmendanaH He NPMU3HAYAETLCA NPU aMinoinosi.

* Knto4oBMM MOMEHTOM Y NliKyBaHHI AA-aMinoigoasy, Wo B)XXe pO3BUHYBCS,
€ NliKkyBaHHA OCHOBHOIO 3aMnasIbHOro 3aXBOPIOBAHHSA.

MporHos

» CepeaHs 04ikyBaHA TPMBAJICTb XXUTTA NiCN1A BCTAHOBJIEHHSA AiarHO3y
CTaHOBUTb 2 pokn npu AL-aminoigosi ta 4-8 pokis npu AA-aminoigosi.
Mpwn AL-aMinoifosi HanBaXX/INBILLMM NMPOrHOCTUYHNM PaKTOPOM €
CTYNiHb NOLUIKOAXEHHA Cepus.

* [owwnpeHicTb AA-aMinoigo3sy 3HM3nIacs BHACIAOK NOKPALLLEHHA AKOCTI
NiKYBaHHA 3aNasibHNX PEBMAaTUYHMX 3aXBOPOBAHb.

[NoB'A3aHi pecypcu

e |HWiOrnAaaM AoKa30BUX AaHNX [§9%:2"|Amyloidosis — Related re...]
* |HWi IHTepHeT-pecypcn [Goes**"|Amyloidosis — Related re...]

o JlitepaTtypa [555s>"|Amyloidosis — Related re...]
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306paxeHHs

* 3o6paxeHHa 00328. Primary amyloidosis in the upper eyelids.

© R Suhonen

ABTOpPW Ta BNACHNKM aBTOPCbKKX npas: Duodecim Medical Publications

Ltd Raimo Suhonen
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* 3o6paxeHHsa 00559. Macroglossia in a patient with amyloidosis.

ABTOPW Ta BNACHNKKM aBTOPCbKMX NpaB: Duodecim Medical Publications
Ltd Raimo Suhonen

ABTOPCbKi MPaBa Ha OpuriHanbHi TeKCTN HanexaTb Duodecim Medical Publications, Ltd.
ABTOPCbKi NpaBa Ha A0AaHi KOMeHTapi ekcnepTiB HanexaTb MO3 YKpaiHu.
Published by arrangement with Duodecim Medical Publications Ltd., an imprint of Duodecim Medical
Publications Ltd., Kaivokatu 10A, 00100 Helsinki, Finland.
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