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Peztome: [lo oannvim aymoncuii nepsuuHviti amunoudos (AL) oOwvin eviasnen 6 2-x ciayuasx, 9
nayuenmos umenu emopuuuwlii (AA) amunoudosz. Ommeuanacy CUCMEMHOCMb npoyeccd ¢
npeuMywecmeeHHbIM nopadcenuem nouex y 9, cepoya y 2 nayuenmos. Accoyuuposanuvie 3a001e6aHus
umenu mecmo y 6 nayuenmos. Ilo Ooamnvim Ouoncuii: AA-no3umueuvlii. amuioudo3 eviseien y 12
nayuenmos, AA-necamuenviii 'y 7 nayuenmos. Accoyuuposaunvie zabonesanus umeau mecmo y 10
nayuenmos ¢ AA-amunouoosom.

Knroueewle cnosa: amunouoos, accoyuuposannwie 3abonesanus, XITH, aymoncuu, negppobuoncuu.

Resume: According to autopsies primary (AL) amyloidosis was detected in 2 cases, 9 patients had
secondary (AA) amyloidosis. It was noted that the consistency of the process with primary renal disease
in 9 patients, heart in 2 patients. Associated diseases occurred in 6 patients. According to biopsies: AA-
positive amyloidosis was diagnosed in 12 patients, AA-negative in 7 patients. Associated disease
occurred in 10 patients with AA-amyloidosis.
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AKTyanbHOCTh. [IpoOieMa 3a0051€Ba€MOCTH aMHIJIOMA030M MPEACTABIISIET HHTEPEC
B CBS3M C TEM, YTO B OOJIbIIIOM KOJMYECTBE CIy4YaeB JWArHO3 HE YAAaeTCs yCTaHOBUTHh
NPWKU3HEHHO. AMMIONA03 — 3a00JieBaHHE OEIKOBOrO OOMEHa € OTJIOKEHUEM
crenu@uueckoro Oelka aMHJIOWIa B Pa3IMYHBIX OpraHaXx M TKAHSIX OTHOCST K TpyMIe
CUCTEMHBIX 3a00JIeBaHUM, XapaKTEPU3YIOIIMXCS MPOTrpecCUpyIoleld AuCPyHKIUuEH
MOPaKEHHBIX OPTaHOB (C HEM3BECTHOM ITHUOJIOTUCH B ciydae TepBUYHOTO BapuanTta (AL)
U MyJbTU(PAKTOPUAILHON 3THOJIOTHEN B Cliydae MpeoOiafaroniero BTOpuyHOro (AA)
BapuaHTa). OJIHAaKO MO JaHHBIM MUPOBOH JIMTEPATypEe TUAUPYIOIEEe MECTO CPEJId OPTaHOB
MUILIECHEN 3aHUMAIOT MOYKA C Pa3BUTHUEM TEPMHUHAJIBHOM MOYEYHON HEIOCTAaTOYHOCTH,
YTO MOXKET SIBIATHCS OCHOBHOM MPUYMHON CMEPTH NMAaLIMEHTOB. Jlasiee cieayer MopakeHne
cepaua, opranoB JKKT u np. OCHOBHBIM METOAOM JUATHOCTHKU CILYKHT HEPPOOUOIICHS C
okpackor mnpemnapara Konro xpacHeiM. TepaneBTUUEeCKHE BO3MOXKHOCTH JICYEHHUS
OTrpaHUYEHBI.

O630p MUPOBOM JUTEpaTypbl IOKa3ajd, 4YTO B OOJBIIMHCTBE CIy4aeB IIpU
BTOPUYHOM AMHJIOM03€ UMEIOT MECTO TaK Ha3bIBAEMbIE aCCOLMUPOBAHHBIE 3a00JIEBAHMS,
XapaKTEpU3YIOIIMeCs] HAaJIU4YMEeM XpPOHMYECKoro BocnaneHus. Tak B cTpaHax EBpombl u
CIIA Bexyuieil NpUYMHON SIBIIAETCS AyTOMMMYHHBIE 3a00J€BaHUA, CPEIUd KOTOPBIX
JUNUPYIOILEE MECTO 3aHUMAET PEBMATOUIHBIN apTpUT, CIOHIMIOAPTPUT, Oose3Hb KpoHa,
a TaKXKe OHKONATOJOrWs, TJ€ aMWIOHWJI03 MOXET BBICTyHaTb B  KayecTBE
NapaHeoIUIaCTUYECKOro cuHIpoMa. B cTpanax Adpuku u A3uu JTUAMPYIOIIEE MECTO
MIPUHAJICKUT CEMEHHOM CpeTM3eMHOMOPCKOM JINXOpaJiKe, TyOepKyJie3y H JieTpe.

Heab padoThl: N3y4uTh MPOOIEMY aMHIION103a ITyTEM OIICHKHU JaHHBIX ayTOICUI
yMEpUINX NAlMeHTOB M MPMKU3HEHHBIX HE(POOMONCUN, UMEBIINX KIMHUYECKUN W/UIU
MOP(OJOTUYECKHI TMarHo3 3a00JIeBaHUs 33 YKAa3aHHBIN MEPUO]T BPEMEHHU.

3axaun:

1) Ilpoananu3upoBaTh AaHHBbIE AyTONCUU W c(POpMUPOBATH TPyMHIy MNAIMEHTOB,
MMEBILUX KIMHUYECKUN /U MOP(OJIOTUYECKUI TUAarHO3 aMUIOU103a.

2) OnpenenuTs 4acTOTy BCTPEYAEMOCTH IEPBUYHOTO M BTOPUYHOTO aMUJION 1032 IO
JaHHBIM ayTONCHM M MPHKU3HEHHBIX HEPPOOMONCHH, a TakKe CHUCTEMHOCTh Mpolecca
WJIM IPEUMYIIECTBEHHOE TMOPaXEHHE OTAEIbHBIX OPTaHOB.

3) BoisBuTH HauOosiee YACTO BCTPEYAIOIIMECS 3THUOJIOTUYECKH 3HAUYMMBbIE
3a00JIeBaHNUs, ACCOLIMHMPOBAHHBIE C PA3BUTHEM aMUJIOW[033, CONOCTABUB PE3YJbTATHI
ayTOTICUN W IPYKU3HEHHBIX He(POOHOTICHIA.

4) IIpoaHanu3upoBaTh OCHOBHYK) MPUYMHY CMEPTH  NALUEHTOB, WMEBIIUX
KIMHUYECKUHN W/ WM MOP(OTOTUYECKHUIN TUAarHO3 aMUJIOUI03.

5) BBISIBUTH MPOIEHT PaCXOXKACHUN KIMHAYECKOTO U MOP(OJIOTHUUECKOTO JTUArH03a
aMHJIOU03A.

Marepuan u Meroabl. MarepuanoM Iyl HCCICIOBAaHUS TMOCIYKUIM JaHHBIC
ayTOINCUN U MPUKUZHEHHBIX HEPPOOMOINCHI MAalMEHTOB, UMEBIINX KIMHUYECKUA W/UIU
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Mopdonornueckuii auarHo3 amuioungo3 3a 2013-2014rr, BeIMONHEHHBIX Ha 0asze
MWUHCKOTO rOpOoJICKOTO MaToJIOr0aHATOMUYECKOT0 0I0po. 3a yKa3aHHBIN MEepPHOJ] BpEeMEHU
Obut0 BhIMONHEHO 5817 ayTomcuif, cpenu KOTOpbIX 11 TMAanuMEeHTOB HMMENW UAarHo3
aMUJIONUI03 TIPH JKU3HU W/WJTH TIOCTIE BCKPBITHS, 9TO cocTaBmio 0,2%.

Pe3yabTarhl M HX oOlOCYxkAeHHMe: XapaKTEPUCTHKA TPYNIbl HAOIIOACHUS IO
naHHBIM ayTtomcuii: 11 mamuwenToB B Bo3pacte 46-88 ner (cp. Bo3zpact 67,4 rojna),
COOTHOILIEHHE MYX4HWH M xkeHIuH 3:8. [lepBuunbiii amuiaonio3 (AL) ObUT BBISBIICH B 2-X
ciyvasx(18%), ocranpubie 9 manueHToB (82%) uMenu BTopuyHbIM (AA) aMUIIONUI03.

OAA-amMmuI0u103

B AL-amuionao3

Pucynok 1 — Jlannsle ayToncuii

Bo Bcex KIMHMYECKHMX Cilyyasx OTMeYallach CHCTEMHOCTh IIpolecca C
MPEUMYILIECTBEHHBIM MOpaXkeHueM novek y 9 mauuenton (81,8%), cepaua y 2 mauueHToB
(18%). Bce mammentsl umenu XITH, ypoBens MoueBuHsbl 16,5 — 50 MMob/1 (Cp. ypOBEHB
30,5 MMonb/i1), ypoBeHb kpeaTuHuHa 193-820 MxMomaw/a (cp. ypoBeHb 506,4 MKMOJIB/J).
[IporpaMMHBIil TeMOAUANN3 UMENU 5 MALMEHTOB, CPEHSS MPOJOKUTEIbHOCTh KU3HU
KOTOPBIX C MOMEHTA Havaya MPOBEICHUS reMoauanu3a cocrasuia 11,6 mecsues.

AccounnpoBaHHble 3a00JIEBaHUS MMEIM MECTO y 6 MalueHTOB: PEBMAaTOMIHBIH
apTPUT — 2; paK MOYKU U MOUYEBOTO Iy3bIpst — 2; TyOepKye3 — 1; mogarpu4eckuii apTpuT —
1. V 4 namueHTOB accOIMUpOBaHHbIE 3a00J€BaHUs BBISIBICHBI HE ObuIM. T.K. 2T 4
MalyeHTa NpUHAAeKaT K cTapiieil Bo3pacTHOW Tpymme (Oonbie 65 Jer), BeposTHEe
BCEr0 Y HUX MPOLECC HOCUT NANONATHYECKHUI XapaKTep.

OPA

B Pak moyku u

MOY 11
Otbc

Pucynox 2— ACCOI_II/II/IpOBaHHBIC 3a00JIeBaHUs 110 JaHHBIM aYTOHCI/Iﬁ
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Y 7 manueHTOB HaIMYHE aMUJIOW03a HE OBLIO BBISIBICHO NPWIKU3HEHHO, %
PACXOXKICHUSI MEKY KIMHUYECKUM U MaTaHATOMUYECKUM JAUArHo3om 63,6%.

VY 8 (72,7%) mauMeHTOB aMuionn03 ¢ pazButueM TepmuHanbHOW XIITH saBuiics
OCHOBHOM MNpUYMHOM cMepTH, conpoBoxaas WBC, peBMarouaHblii apTpuUT U
OHKOMATOJIOTHUIO.

XapakTepucTuka TpyNnbl HAOIIOJEHUS MO JaHHBIM Ouomcuii: 19 mamueHTOB B
Bo3pacte 29-71 ner (cp. Bo3pacT 51,2 roga), COOTHOIIECHHE MY>KUMH M >keHITH 9:10. AA-

MO3UTUBHBINA BTOPUYHBIN amuionno3 y 12 marmenTtoB (63,2%) u AA-HeraTuBHbIN y 7
nanueHToB (36,8%).

O AA-IO3UTUBHBI
aAMHJIOHI03

B AA-HeraTuBHbBIN
aAaMHJIONI03

Pucynox 3 — Jlannsie ouoncuit

AccolmupoBaHHbBIC 3a00JICBAaHUS HMEIM MECTO Yy 10 pammentoB ¢ AA-
aMUJIOU030M: PEBMATOWIHBIM apTPUT — 5; CHOHAWIOAPTPUT - 3; TyOepkynes — 1,
octeoMuenutT — 1. B cimyyae AA-HEraTMBHOrO aMuJIOMJ03a TMOYTH BCE IMAIMCHTHI HE

MMEIIM aCCOIIMUPOBAHHBIX 3a00JICBaHUN, W TOJBKO y OJHOIO M3 HUX Oblla BBIABJICHA
MHUETOMHAasA O0JIE3Hb.

AcconuupoBaHHbIe 3200/1eBAHNS 110 JAHHBIM
HedpodOHoncuii

OPA
ECA
Otbc
OocTreomMueauT

Pucynok 4 — AccounnpoBaHHbIe 3a00JIEBaHUS IO JAHHBIM OHOTICHIA

Cpennuii ypoBeHb MOYEBHMHBI U KpeaTHHWHA coOCTaBwiI 8,2 MMois/1 u 1152

MKMOJIB/JI COOTBETCTBEHHO, 4TO CBHUAETeIbCTBYeT O Hanuuuu XIIH y OonbmmHcTBa
MTalEHTOB.

BbIBOADBI:

1. AMuiioni03 peaKo BCTpevaroliyecs 3a00jieBaHKe, YaCcTO HEIUarHOCTHPOBAHHOE
IIPH JKU3HHU.
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2. B caywyae ammionzo3a B OOJBUIMHCTBE CIIYy4a€B HMEET MECTO CHCTEMHOE
MOpaXeHHE OPraHOB W TKaHEH C MPEHMYIIECTBEHHBIM BOBJICUYCHHE MOYEK U PA3BUTHUEM
tepmuHaibHON XITH.

3. 3aboneBaHue Yalie pa3BUBACTCS y JUI] )KEHCKOTO TI0JIa.

4. Tlo nmaHHBIM ayTONCUW B OOJBIIMHCTBE CIy4yaeB HMMEET MECTO pa3BUTHE
BTOPUYHOTO aMWJIOM103a aCCOLIMUPOBAHHOTO ¢ PA 1 oHKOmaToNOTHeH, a y JIMIl CTapIIux
BO3pacTHBIX Tpynn (0oJbiie 65 JeT) BeposiTHEE BCEr0 MMEET MECTO HUIMONaTHYEeCKUU
XapakTep Ipoiiecca.

5. [lo maHHBIM MpMXU3HEHHBIX HePpoOuorcuii B OonbinHCTBEe ciiydaeB PA u CA
BBICTYIIAIOT B KaYECTBE aCCOIMUPOBAHHBIX 3a00JIEBaHM B cllydae A A-aMIION03a.

6. YV OONBIIMHCTBA MAlMEHTOB, UMEBIINX KIMHUYECKUN U /UM MOP(OIOTHIECCKHIA
IVMAarHo3 aMrJIONJ03, OH C pa3BuUTHEM TepMHHaNbHOU XIIH sBHIICS OCHOBHOW NTPUYMHON
cMeptu, conpoBoxkas MbC, peBMaTonIHbINA apTPUT U OHKOIIATOJIOTHIO.
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