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AMWIOUAO3BEH HAYKAC TYPAJIbI K/IMHUKAJIBIK KAFJJAM

Amuaoudos - 6yn amuioudmuly —apHativl 6eg0K-noaucaxapudmi KomMniaekcmeH mypamolH — mysiain mindepze ciHipinyimeH sjcypemin 6ea0k
A/MACYbIHBIH 6Y3bLAbICLL. AMUI0UA030bIY Kasipel ke3deai scikmenyi amuioudozeHdi isbacap 6e10KkmMapbiHbly AUbIPMAWBLIBIFLIHA HCYKMEN2EH,
COHbIH Hezi3iHde amusoudo3 mypiHiy amoeiHa i36acap 6esokmuiy amuiHaH: AL (L - »xenin Tiz6exti uMmyHorsno6yaunngep), ATTR (TT -
TpaHcTHpeTHH), AA (A - SAA, serumamyloid A - 6es10K) xaHe T. 6. mypamblH a66pesuamypa kipedi.

Tyiiindi ce3dep: aMmuionz03, )Kyiesi amuionj03, iz6acap - 6es10K, 6HomCHsl.

AMusion103 - 6yJ1 aMUJIOU /] IETE€H KAJIbINITaH ThIC OeJIOKTBIH 9PTYPJli aF3asiap/ia )KoHe TiHzepre CiHipisyiMeH xypeTiH aypysl. Kasipri kesze
i3bacap 6esIOKTBIH TypiHe calikec 20 acTaM TypJiepiH aHbIKTalAbI [1].

AMUJIOUATBIH [IeNIO3UTTEPI KOITereH TiHAepre ciHipineni. Ou1 kebiHece )ypeKTe, 6YHpeKTe, 6ayblp/ia, KOK6AybIpa, XKyHKe KyHeciH/e xKoHe
ac-KOPBITY XKyHeciH/e XKUHaTaAbl.

llemrymi posbAbl 6UONCUS MajliMeTTepi aTKapajpl. AL-Typi amuionzosfa ajaAblHFbl Kypcak, KaOGblpFachbIHbIH, Tepi acThbl KjeT4yaTKacblH
acnupauusicel 80-90% kesiHJe OH HOTHXKeciH Gepefi, TiC eTTiH >k9He TiK ilIEKTiH WbIPBILTHEl KAaOBbIFbIHBIH, 6Uuoncuscel - 70%-xa,
3aKbIM/JaJIFaH aF3a/ap/blH — 6YHpeK, 6aysbIp, )Kypek — 6uoncuscbl — 100% xybIK [2,3].

OMipZiH opTala y3aKTBIFBI €Ki XKbUIJAH acmai/ibl, XKypeKk HeMece MyJIbTHXKYHeJepJiH 3aKbIMJa/IFaH Ke3iHZe eMmzeJsyci3 aypy ajgamzap
GipHelle aiiAbIH iMiHAe Ka3a 60/1abl.

XUMHOTepanusiHbIH eM/ely Ke3iHJe TaObICThl KOJIAAHbLIYbI XKaFjai/ja HayKacTapAblH eMip y3aKThIFbIH 10-HaH 18 aiifa feiin apTThIpyFa
MYMKiHZiK 6epeni

KuHMKaJIBIK KaFAai bl cUnaTTay.

AnMatel KanacblHblH N27 Kasa/blK KIMHUKAJBIK aypyxaHara TOMeH/e KepcCeTireH LafblMAapMeH HayKac TYCTi: »KaJlbl dJICI3AIKKe,
TI0ETiHiH TOMeH/leyiHe, JIOKCYFa, Tepi KaOAThIHbIH CapFalObIHA, HECEN a3/jaFaH KeJieMiH/le LIbIFApyblHA, asdKThIH iciHyiHe, COHFbI aliga 20Kr
caJIMaKTbIH TOMeH/leyiHe.

AHaMHe3iHze: 6ip >KblJ1 60HBI aypBhII KYP, IPOCTATUTTIH 6pLIyiMeH koHe TeMeHT1 »kaK, alMaFbIHAa ipiHji nponeccned Kapaiabl. EMaenyaen
keriH 2015xbL1bl KaHTap aiiblHa JeiiH e3iH kaKchl ce3zi. KaHTap aiblHJa raMMa-rJ06yJIMHTPaHCIEeNTH/1a3aHblH, IeHreli )KoFapJlaHFaH
JK9He rUIepxoJieCTepuHeMUs aHbIKTaaAbl. Haypbls allbiHAa - GUIMPYOUHHBIH, JeHreli keTepiaAi, BUPYCThl renaTUTTep/iH MapKepJaphbl
)koHe AMA, ANA-ra TIIP Tepic, MPT - remaTomerasus, CllJIeHOMerasaus, coyip alblHJja — OH, JKaK OYHpeKTiH MeJepi ysiraiifal, GyHpek
JKeTicneywinirinig, 6esrinepi Kocbligel. 2015x 08.06-man 12.06 peiiin Haykac [ematosiorusiiblk opTanibiFbiHaa «XKyieni 6ayblp »koHe
OyHpeKk aMUJIONAO03bI — MaKJ/I-YaJC CHHAPOMBI, OCbl aF3ajap/blH TOKCHKaJBIK 3aKbIMAAHYbl QOHBIHJA (60sy/IapMeH TYPaKThl XKYMBbIC),
renaTopeHasb/bl CUHAPOM, XoJlecTaTUKabIK capFaro, CBX I1-11I» fuarHo3siMeH eM anjpl.

YKasmel xxarajalbIHBIH HalapsaHy ce6ebineH Haykac Ne7 KKA-Ha »xeTkisinzi.

OMip aHaMHesi: 6051yLIbI GOJIbI XKYMbIC icTeiai. AT IllcaThichl GipHelle XblLIAAp GOMDI.

Kapan Tekceprenje: Tepi KaGaThl >koHe LIBIPBIIITHI KAOBIKTapbl KAPKBIH/BI CapFaiifaH, asKTbIH TePiCiHJe cbI3aTTapAblH i3gepi 6ap. TAXK
18 pet munyTbIHa. AKK 100/60 MM cbIH 6aF, y/bc 84 peT MUHYTbIHA. [111i )kyMcaK, rermaTocIlJleHOMerasus, acliUT ece6iHeH yJIFaiiraH, aypy
cesiMicis. Baypbl KabblpFa foFacblHaH 10cM-re TOMeH, KOHCUCTEHLUACH ThIFBIC, CHIPTHI Teric. Kex6aybIp coJ xkaK KabbIpFa JOFacbIHAH 4-
5CM YJIKEWUTeH, KOHCUCTEHLUSCHI ThIFbIC.

Kan ananusinge: nedikouutrtepaiy (26,1x109/1), TpombouuTTepAiy (518x10°/1) caHbl KoFapJaHFaH. BUOXUMUSAIBIK KaH aHaIU3iHAe:
KaJllbl aKybI3 - 45,8 r/J1, anb6yMuH- 25,8 /.1, xansl 6UIUPY6UH-627 MKMOJIb/J, TiK 6UIMpy6uH-473 MkMosb /i, AJIT-65 u/l, ACT-169 u/],
HecelnHap - 23 MMOJb/J, KpeaTUHUH - 429 MxMoub/i. Koarysnorpammaga : BXKTY-59,2 ¢, IITU - 39,2 ¢, IITY - 25,2 ¢, MHO- 1,97,
¢ubpuHoreH A-2,9 r/n. IKT: cunyctsl biprak XKCXK 86 muHyThIHA. Vi-3KeyJe KybICBIHAAFD R TicueciHiH ecyZiH >KOKTBIFbI aHBIKTaJIaAbl.
Y/13: 6aypablH (0H kakK GeJiri -27,2cM, cou xkak, 6eJiri -14,0cm), kek6aypably, (16,4cMx7,2cM), HopTaibAbl BeHaHbIH AuaMeTpi (1,5 cm),
6yipeKTiH (0H kaK -13,3cMx6,7cM, coa kakK-13,5cmx5,7cm) Mesepsepi yarairad. KT: lematocniieHomeranusi. Acuurt. [lneBpa KybICbIHAA
CYHBIKTBIKTBIH, i371epi. OT-Tac aypysl. Hecen-tac aypysl. Cous ak, 6yHpeKTiH Tac Tydipmik 11mmM, co3buiMansl HeppuTTiH KT Gesrinepi.
3®rAC: ArP, co3puiManbl racTpOAYOJEHHUT, 6pIIy Ke3eHi. JPO3USJBbIK Oy/JbOUT. JpO3USIBIK pedurokc-3oparut. IxoKI: kypekiue
KyBICTapbIHBIH KeHeloi (coJt xakK-4,5cM, oH ak-4,1cM), KoJIKa ®oHe MHUTpasb/bl KaKNaKIlaaap >kapMaJap/blH ThIFbI3/jaybl. MUOKapATbIH,
KOHIleHTpUKabIK runeptpodusicer: JKKAKT-1,6cM, CHKIKAKT-1,1cm. JIO (mo Simpson) - 59%.MuokapAThIH 3XOTeHAIMIriHiH KOoFapJ/aysbl.
MuoKap/AThIH peCTPUKTUBTI TYpJii AUACTOIANBIK AUCOYHKIUACBIHBIH GeJriiepi.

AypyxaHajia 601y Ke3eHiHJie ocblHJjall Tepanus eTkisiazi: rentpan 1000 mr/T, arodanax 30 M KyHiHe 3 peT, AtodanakneH KJIU3Ma, Me3UM
¢dopte 1T kyHiHe 3 peT, oMeracT 20 Mr kyHiHe 2 peT, nunpokc 100,0 2 pet T/i, anpgapon 100 Mr TaH epTeH, ¢ypocemus 40 wr,
peonosuraokuH 400 mr T/i, aTam3uiat Hatpus 4,0 /i, AKK 100,0 /i, reMoanadpuabTpanys ceaHchl.

Empeny mapasapra KapamacTaH (HayKacTblH »KaFAaibl ayblp O0JIFaH/bIKTaH aMUJIONL03/IbIH apHANbI eMiH eTKi3yre MyMKiH/ik 60/IMa/ibl)
GaybIp->KacylajblK XKeTiCIeyIiJIiri, eHell )kaHe aCKa3aHHbIH TaMblpJIap/iblH XKbIPThUIYbIHAH KAaH KeTy AaMyblHaH HayKac Ka3a GoJI/ibl.
AyToncusaa 6ipiHIITIK UAXONATHAIBIK aMUIOUA03 aHBIKTAbl, OHBIH illiHAe 6ayblp, KOKOAYbIP, YIUKbI 6€3AiH, OYHpeK YCTi 6e3/iH, )KYypek,
Oylipek amuosionzio3bl; 7,0 KusorpaMm 6ayblp caJMaFbIMeH rematomeranus, 1,0 KuaorpaMM KekGayblp cajJiMaFbIMeEH CIJIEHMOETasIHs
TabbLIABI, 6HEIl TaMblpJapAbIH KbIPTBUIYbIHAH KaH KeTy MeH NOpPTaJb/bl HIEpPTeH3Us1 KepiHicTepi aHBIKTaNAbl. MUKpPOCKOMUSIBIK,
3epTTey KesiHZe 6GayblpAblH, MHUOKapAThIH CTPOMa >X9He TaMbIp KabGbIpFacblHJQ, 3HJOKApATe XoHe 3MUKapATa; OYHpeK IIyMarbIHJa,
Oyiipek e3ekuesep/iiH 6asaaibl MeMOpaHaHbIH aCTbIHAQ, OYHPEKTIH TaMblpJIapAblH SHJOTEJIHHIHIH acThIH/A; YUKBI 6e3iHiH xoHe Gyipek
ycTi 6e37iepAiH cTpoMaja aMHUJIOUATBIH, AEeN03UTTePi Ta6bIIABL.

Ocbl KJIMHUKAJBIK, XKaF al aMUJI0U/L03/bIH, GiplaMa Kell AMarHOCTUKAChIHBIH kepceTei. Ou1 GipiHIIi Ke3eKTe AaMblFaH CUMITOM/APAbIH,
epeKuIesikci36eH 6alIaHbICTBI, 6ipiHII KapaFaHAa 6ip-6ipiMeH 6alIaHBICTBI eMeC aypyJiap )KUBIHTBIFbIH KaJIbINITACTbIPAAbL.
KopbITbIHABICBIH/AA: aMUJIOU/I03 6JIIM-XKITIMHIH »KOFapbl JleHreliMeH KypAesi aypybiHa jkaTajibl. OHbIH JUAarHOCTHUKAChl aca KUbIH, Oipak
HayKacTapZbl Mep3iMJi *oHe camasbl TeKcepy Ke3iHJe AMArHO3Jbl KbICKa Mep3iMJe aHBbIKTaJlyFa 6oJsafpl. Al Mep3iMAi TOJBIK eMjey
Ke3iH/le OCbIHZal HayKacTap/iblH 60/DKaMbIH )KaKcapTyblHA MYMKIiHAIK 6epesi.
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KJIMHUYECKUH CJIYYAX BOJIBHOTO C AMUJIOUI030M

Pe3iome: AMUJIOM/103 — 3TO HapyLIeHHe 6EJIKOBOr0 0GMeHa, COMPOBOXKAAIOLIEeCst 06Pa30BaHUEM U OT/IONKEHHEM B TKAHSX CIELUPUYECKOr0
6eJIKOBO-TIOJIMCAXapUHOTO KOMILIeKca - amuiouzga. CoBpeMeHHass KJacCUPUKaLus aMUJIOMJ03a OCHOBaHA HA Pa3/IMYUAX
aMHUJIOUOTEHHBIX 6eJIKOB-Tpe/llieCTBEeHHUKOB, COrJIaCHO KOTOPOH B Ha3BaHHe THIA aMUJIOM/03a BXOAUT ab6peBHaTypa, 0603HavaIas
6esiok-npeamectBeHHUK: AL (L - serkue nenu ummyHorsino6yanHoB), ATTR (TT - TpanctupeTtun), AA (A - SAA, serumamyloid A - 6es10k) u

T.J,
KiioueBble c/10Ba: aMUJIOM/03, CACTEMHBIA aMUJION03, OeJIOK-TIPeIIeCTBEHHUK, GUOTICHS.
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CLINICAL CASE OF PATIENT WITH AMYLOIDOSIS

Resume: Amyloidosis is a protein metabolism disorder caused by formation and accumulation within tissues of a specific protein
polysaccharide complex known as amyloid. Modern classification of amyloidosis is based on the differences of amyloidogenic protein
precursors, according to which the name of the type of amyloidosis includes the abbreviation of the precursor protein present: AL (L -
immunoglobulin light chains), ATTR (TTR - transthyretin), AA (A - SAA, serum amyloid A - protein) etc.
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