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Kuis CTHKY, MaKpo-, MIKPOCKOIIYHOTO, B TOMY YHCII TICTO- Ta IMYHOTICTOXiMIYHOTO
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Dyadyk O.0., Baltonkova O.S. System amyloidosis with predominant heart disease: own observations.

ABSTRACT. Background. It is difficult to diagnose amyloidosis at the early stages of disease progress due to long-term
symptom-free progression. Several organs are involved in the pathologic process by AL-amyloidosis of predominant number
of patients (69%), about 20% have cardiac symptoms and only in 5% of cases the isolated heart disease. Objective: identify
peculiarities of heart damage by amyloidosis on the basis of morphologic study of cases with system amyloidosis and justify
morphology of amyloid cardiomegaly. Methods. Material for the research was taken during corpse dissection: male - 62
years old and female - 63 years old. In the course of the research autopsy, macro-, microscopic methods, as well as histo- and
immunohistochemical methods were used. Results. The amyloidosis was identified after the dissection according to specific
outer appearance of organs. Specific histochemical and immunohistochemical reaction for amyloidosis detection were carried
out. Taking into account pathomorphological research data and amyloid immunophenotyping, the primary (system) amyloi-
dosis with predomination of -, k-light immunoglobulin chains was identified. Conclusions. The heart is the dominant target
organ for systemic amyloidosis. Specification of morphological verification including histochemical and immunohistochemi-
cal methods is needed to improve diagnostic algorithms.
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Beryn

AMINI0in03 — CTPOMATEHO-CYAHHHHUI JUCTIPOTC-
HO3, IO XapaKTEPU3YETHCA TTTHOOKUM TTOPYIICHHAM
6ikoBOTO OOMIHY, IOSBOIO aHOMAJbHOTO (HidpH-
JSIPHOTO OINKA i HAKONMYCHHSM B IMPOMDKHIN TKa-
HHHI Ta CTIHKAX CYOWH CKJIATHOI PCUOBHHH —
amimoiny [1].

Crennika ¢idpumasproro Oinka aminoimy 1o-
3BOJIIC BUAIIATH JEKIJIBKA BUAIB CACTEMHOTO aMijIo-
imo3y, cepen sxux AL-, AA-, cnagkoBmid Ta crape-
i, ado ciMeltHmi, aminoino3. Hafuacrinre 3ycrpi-
YAETHCA CHCTeMHUN AL- (mepBuHHHI) Ta AA- (BTO-
puHHHH) aminoino3. OCHOBOO po3BUTKY AL-
aMi10ino3y € mae()eKT MOHOKJIOHAJTBHHX TIOMYILILIiH
IUTA3MATHYHUX KIITHH KICTKOBOTO MO3KY, SIKI ITOYH-
HAFOTh MPOAYKYBATH AaHOMAJIbHUH MApaIpoOTEiH, MO
BOJIOZi€ aAMLTOITHUMH BIACTHBOCTAMH. (CBOTOIHI

OLIHUTH TOIHpeHiCTh AL-amimoinosy B YkpaiHi
HEMOJKJIMBO, TAKi MOKA3HHKH HIXTO HE PO3PAXOBY-
BaB. 3a JaHmMu HamioHAmBHOTO LEHTPY MEIWUYHOI
craructukn CIJA mommpeHicTh aMitoizo3y cTaHo-
BuTh 5 BuUmagkiB Ha 100000. AL-aminoimo3 BHHUKAE
M7 4ac BiACYTHOCTI IHINHX 3aXBOPIOBAHB 1 BiAHO-
CHUTBCA 0 BSIBMH PiAKICHOT MaToJIoTii [2].
AMIiT0in03 CKIAAHO AIarHOCTYBAaTH HA PAHHIX
CTafisIX PO3BHTKY 3aXBOPIOBAHHS Uepe3 TPUBAIUH
O0e3cHMOTOMHAM Tepedir. Y OiMbmOCTI MAIiEHTIB
(69%) npu AL-aMimoin03i B MATOJOTIYHAX MPOILCC
3QIYICHO ACKiNbKA opraxiB. KapmiampHi CHMITOMH
MaroTh Om3pK0 20% XBOpHX, 1 e B 5% BUMAIKIB
3yCTpidaeThCA 130Ib0BAHE YpaxkeHHA cepud [3]. Ha-
SIBHICTh aMINIOIZO3y Ceplil BKa3ye HA HAMripmmi
MPOTHO3 V MOPIBHAHHI 3 YPAXKCHHAM HIIHX OPTaHiB
B 3B’S3KY 31 IBHIKHAM MPOTPECYBAHHAM 3aXBOPIO-
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BaHHS I PO3BUTKOM 3aCTIHHOI CEpPIIEBOi HETOCTATHO-
cri [4]. Came e OOYMOBIIOE AKTYaJBHICTH AAHOI
TEMH.

Mera: BUABHTH OCOOTHBOCTI YPAKCHHS CEpLd
TIPH aMiJI0if03l HAa MiACTaBi MOP(OIOTIYHOTO TOCTi-
JUKEHHS BUNAJIKIB CHCTEMHOTO aMiJIoino3y i o0rpyH-
TyBaTH Mopdomorifo amimoigHoi Kapaiomerami y
KOHTCKCTI HMATOTHOMOHIYHOTO CHMIOTOMY aMiToimo-
3y CEpIUL

Marepiaan Ta meToan

Marepian nas JOcHimKeHHS OyB OTpHUMAHHH
TIPH PO3THHI TPYIIIB: YOJOBIKA 62 POKIB Ta JKIHKH 63
pokiB. Ilix wac nocmimkeHHS Oynam BHUKOPHCTAHI
MCTOAH AYTONCIHHOI TIATHOCTHKH, MAKpO-, MiKpOC-
KOIIYHOTO, B TOMY YHCII H TICTO- Ta IMYHOTICTOXi-
MIYHOTO JOCTIIKEHb. 3pi3m 4-5 MKM 3a0apBimoBa-
JIUCh TCMATOKCHIIIHOM Ta ¢03uHOM, KOHro-poT, cra-
punack PAS-peakmis. /I BCTAaHOBJICHHS THITY aMi-
70iny HaMu OYyJIO BHKOPHCTAHO IMYHOTICTOXIMIYHE
mocmimkenns (II'X]) i3 mapkepamu AL Ta AA Tm-
miB amitoixy. Jmsg HbOoTO MH BHKOPHCTOBYBAJIH MO-
HOKJIOHAJBbHI AHTHUTINA OO0 A-, K-JICTKHX JAHITOTIB
iMyHOTI00YTHHY, AA aminoiny (sci gpipmu DAKO),
cucreMy Bisyamzanii DAKO Advance. Mikpocko-
MYHE JOCTIIKCHHA MPSHAPaTiB MPOBOIUIH HA MiK-
pockomi Olympus BX43, xamepa SC100 Ta Carl
Zeiss Primo Star 3 kameporo Axiocam 105.

PesyabraTn Ta ix 00roBopeHHs!

VY mepmoMy BUIIAJKY HOJIOBIK 62-yX POKiB 3Be-
PHYBCSL 31 CKapraMu Ha CIaOKICTh, HAOPSKH KiHITi-
BOK, BimuyTTs mepeboiB y poOoTi cepus, Ourb 3a
TPYAMHOIO. 3 aHAMHE3y BIJIOMO, IO BBAaXKa€ cede
XBOPHM HPOTITOM JIEKITbKOX POKIB TPHUBAIOTO Iie-
piony. Ilpm 00’€KTHBHOMY JOCII[PKCHHI BigMiva-
€TBHCA TIABMINCHHH THUCK, apUTMisA, BHPA3HHH HE()-
poTwdaHMI cuEAPOM. [Ipu nmpoBeneHH] YIBTPa3BYKO-
BOTO JOCTIUKCHHS CCPUA BHABJICHO 301BIICHHSA
HOTO PO3MIpiB MEPEBAKHO 32 PAXYHOK IPABUX Bii-
IimiB, a caMe — mpaBoro mepeacepad. KmiHidHO BH-
pasHuit HePOTHUHHUN CHHAPOM, 30ITbIICHIHA 00 €M
CepI, NMEPEBAKHO 32 PAXYHOK IIPABOTO BLAILLY,
JAnmd 3MOTY TPIKHTTCBO IPHIYCTHTH HASBHICT
CHCTEMHOTO aMiJIOiZI03 ¥ AAHOTO XBOPOTO. XBOPHH
TIOMEP PanToBO.

Ha postuni: cepucBa COpovka IiIa, B IIOPOXK-
HuHI 70 130 M CBITIIOI, COOM STHOTO KOJBOPY pi-
muad. Cepue HEMPaBWILHOI IMipaMizamsHOi (opMmHu,
po3mipamu 19x13,5x9,5 cm, macoro 970 r, Ha MOBE-
PXHi cepIisl KPOBOBUIIMBIB HeMae (puc. 1).

[Tpage mepencepas MmidbHE HA JOTHK, O1IyBaTO-
poxkeBoro Kompopy. JiamerpoM 10 8cM, JOBXKHHA
OKPY’KHOCTI IIPABOTO IIEPEACCPAHO-IIIIYHOYKOBOTO
orBOpY 12,5 cMm, TOBIIMHA CTiHKH IEepeacepis Ha
Jeskux aingakax g0 0,8 oM. TopmuHA CTIHKH mpa-
Boro muryHO4Ka — 0,5 cm. JliBe mepeacepast poskeBo-
CHHIOIITHE, IiTbHE, EPUMETP MITPAIBHOTO KIATIAHY
11 cm. ToBOIMHA CTIHKH JIIBOTO MIIYHOUKA — 2,2 CM,
MDKIUTYHOYKOBOI nieperopoaku — 1,9 cm. Cocouxosi
M’s3H 1 Xopaum rineprpodoBani. M a3 ceprit Ha 110-
THK IOUTBHUH, HA PO3pPi3l KOPHIHEBO-CHHIOIIHUH, 31
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CBIT/IMMH JI/DTHKAMH 3 CAJTbHHM OJIMCKOM.

Puc. 1. XBopuw H., 62 pokun. Cepue 36inblueHe 3a pa-
XYHOK npasux Bigainis, ocobnveo npaBoro nepeacepas.

[Tpu TicTONOTIYHOMY AOCHITKCHHI: B ITPABOMY
Ta JBOMY TIEpEICEepAl MOBHOKPIB S CYJIHH, BHPAXKe-
HA TimepTpo(is M SI30BHX BOJOKOH, AMCTPOQidHi
3MIHH B HHX, JPiOHI MUKKTITHHHI KPOBOBHJIMBH;, B
crpomi mau()y3HE HEpPiBHOMIpHE, B TOMY YHCIi 1 B
CYJAMHAX PI3HOTO KaJiOpy, Pi3KO 3BYKYIOUH iX mpo-
CBIT, a TaKO’K MEPUBACKYJLIPHO, BIAKIAJCHHS BEIH-
KOI KiTBKOCTI TOMOTCHHHX OC3CTPYKTYPHHX POIKE-
BHX MacC, SKi JAlOThb NO3HWTHBHE 3a0apBICHHS 3a
Konro-por (puc. 2). Ilopsa 3 umMHu 3MiHAMH Ma€
MICIE PI3KO BHPAKCHC OCCPCOKOBE PO3POCTAHHA
CIIOIYYHOI TKAHHHH.

Puc. 2. XBopuwn H., 62 poku. Mpase nepeacepas. Bia-
KnageHHA aminoigHux mac. 3abapsBneHHs 3a KoHro-por,
x200.

B TkaHi MioKapay, fK MpaBoOro, TaK 1 JBOTO
[IYHOYKIB, MDK IIIYHKOBOI IIEPETOPOIKH CIIOCTE-
piraerscs rineprpodis kapaioMiomuTiB, 1uCTpodiy-
Hi 3MiHH B YaCTHHI KJIITHH, Au()y3HE HEPIBHOMIPHE,
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B TOMY YHCHI 1 B CYJHHAX PI3HOTO KamoOpy, 3BYKY-
FOUH IX MPOCBIT, NEPHBACKYJLIPHE BiJKIAJACHHI TO-
MOTCHHHX O€3CTPYKTYPHHX POXKCBHX Mac, fKi Ja-
FOTh TIO3UTUBHE 3a0apBICHHS 32 KOHTO-POT.

Hupkn, HaZHUpHHWKH, CEJNE3iHKA, IICUiHKA
IMiTbHI 32 KOHCHCTCHIIER0, HA PO3Pi3i MATH CIICITH-
(ivHUH «CanbHUI OJIHCK.

TakuM YMHOM, BPaXOBYIOUH CIICHU(IHHIT 30B-
HIIOHIA BUTJLI OPTaHiB, 3aIA03PUIN MICIST PO3THHY
cucteMHHH aminoino3. OkpiM 3BHYAHHOTO 3a0aps-
JICHHS 3pi3iB TCMATOKCHIIHOM Ta CO3MHOM HAMH
Oy0 3aCTOCOBAHO CHEHHU(ivHA TiCTOXIMIYHA PEaK-
mis 13 KoHro-poT Ta iMyHOTiICTOXIMIYHE JOCTIHKCH-
HS I BUSIBJICHHS aMinoino3y. MiKpOCKOIIYHO BH-
SIBIICHO B CTPOMI TIEpeacepib, MIOKapai, HHPKAX,

CTPOMI IICHiHKH | HATHUPHHKIB, MPOTOKAX Ta CyIH-
HAX TINIIYHKOBOI 303U AU()Y3HEC HCPIBHOMIpHE
BIOKJIAAEHHI BEJMKOI KIJIBKOCTI TOMOTEHHHX Oe3c-
TPYKTYPHHX POKEBUX MacC, INO JAFOTh ITO3UTHBHE
3a0aperensst 3 Konro-por. Ilpm ¢enornnysansi
aMminoiny A-, K-JETKi JAHIFOTH 1MYHOTJIOOYIHIB
JABANU TO3WUTHBHE 3a0apBICHHS (KOPHYHEBHH KO-
nip) (puc. 3a Ta 30), AA-IPOTCiH — HCTATHBHE.

Ha miacrasi xmiHIYHAX, MOP(OIOTIUHIUX, TICTO-
Ta IMYHOTICTOXIMIYHUX JaHUX OYB BCTAHOBICHUH
OCTATOYHHMH MATOJOTOAHATOMIYHMI JiarHO3 — CHC-
TeMHHH (nepBuHHNM) AL-aMinoino3 3 mepeBaKHUM
VPOKEHHSIM CEpIL, YPAKCHHIM HHPOK, CEJC31HKH,
HAJHUPKOBHX 3aJ103, TMCYIHKH, IMiIIIYHKOBOI 3aJ10-
3H.

Puc. 3. A. XBopui H., 62 poku. MNo3nTnsHe 3abapsrieHHA Ha A-nerki naHutorn imyHornobyniHy. b. Xsopuit H., 62 poku. lMo-
3uTUBHe 3abapBreHHs Ha K- nerki naHutorn imyHornobyniny. IFXA4, x400.

[NepeiinemMo 10 APYTOTO BHIAIKY: >KIHKA 63-0X
POKiB BBa’kama ceOE XBOPOHO MPOTATOM ITIBPOKY,
3BCPHYIACH 31 CKAPTaMHU HA 3aAHINKY MPH MiHIMAJTh-
HOMY (DI3MYHOMY HABAHTA)KCHHI, HAOPSKH, mepedoi
y poOoTi CepIr.

[Ipu TpoBEeAEHHI VIBTPA3BYKOBOTO JIOCII-
JUKEHHSI CEpIs BUSIBJICHO 3HAYHE ITOTOBIICHHS CTi-
HOK MIOKAp/Aa, 3HIKECHHS CKOPOTIMBOI 3AaTHOCTI
MEPEBAXKHO 34 PAXyHOK MOTOBIUCHHS MIKIUTYHOY-
KOBOI IIEPETOPOIKH Ta Tepeanboi cTinkn. Hedporu-
YHUH CHHAPOM Ta 30iMbHICHUH 00’ €M cepusl Aaiu
3MOTY NIPHILYCTHTH aMiJI0iZ03 ¥ JaHOi XBOPOi. XBO-
pa Takok moMepia panToBo. Posmipu cepua 17x9x5
CM, BePXiBKA 3a0KpyTICHA (puc. 4).

[Nepukapa OnucKy4nH, B HOTO IOPOKHHHI OITH-
3pk0 100 M1 mpo3opoi xosTyBaToi piauHN. B mopo-
JKHUHAX CEpIil 3TOPTKH KPOBI, HE IPHKPIIUICHI 10
crinok. [lepencepaHO-IIyHOYKOBI OTBOPH BIJIBHO
MPOXIiTHI, CTYJKH KJIAMAHIB CSPL MAJIOPyXOMi, CTO-
BIICHI 3a PaxXyHOK KpaloOBOTO CKIECPO3Y, a0pPTalb-
HUH KJIANaH CTOBIICHHUH, Pi’KETHCA 3 XPYCTOM, TPO-
XimHWH, BIIBHHH Big TPOMOOTHYHHX HAIIAPYBAHb.
ToBImMHA CTIHKH JBOTO MUTYHOYKA 2,8 CM, PaBOTO
— 0,6 cM, MUKIIIIYHOUKOBOI TIEPETOPOAKH — 2,2 CM.
Miokapa Ha po3pisi OnmcKyumi, ApsOMHH, Cipo-

JKOBTOTO KOJIBOPY, ONMiani, 3 TiTSIHKAMH HCPiBHOMI-
PHOTO KPOBOHANIOBHEHHS, IPOIIAPKAMH CIIOIYIHOL
TKaHrHU. OTKe, BHABJICHO TiMepTpodir0 CTiHOK Ce-
pud, Miokapa OMUCKY4HH, APAOTHH, Cipo-*KOBTOTO
KOIBOPY, OMiaWH, 3 JUITHKAMH HEPIBHOMIPHOTO
KPOBOHAIIOBHCHHSI, YIIIIbHCHI, 3 «CaJbHEMY OIHC-
KOM HHPKH, CCIIC31HKH, HASBHI CKJICPOTHYHI 3MiHH B
CyIWHAX, 3aCTiHHI SBUINA B ICTCHAX, TICHiHIIL.

Y Miokapai — pi3ko BHpaskeHa rimeprpodis xa-
PAIOMIONUTIB, YACTHHA KMTHH — OC3'ACpHI, Pi3Ko
301TbIICH] B PO3MIpPI 32 PAXYHOK POJKEBHX TOMOTCH-
HUX i/a00 QiOpMILIPHUX MAac, B YACTHHI CYJAWH Iepe-
BAYKHO PI3HOTO KaTiOpy — MOTOBIICHHS 332 PAXYHOK
BIIKJIAICHHA TOMOTCHHHX MAC, aHAJOTIYHOTO BHIY
BIIKJIAICHHA B CTPOMi MK KapAiOMHOIHTAMHE (PHC.
5).

CenesiHka — BIOKIAACHHA TOMOTCHHHX POXKe-
BHX MAC 3 MMPAKTHYHO MOBHUM 3aMIIICHHAM YaCTHHH
(omikymiB, BiIKIAACHHS TOMOTCHHUX MAC B CTIHKAX
CYIWH 3 TOTOBIICHHSM iX 1 3BYKCHHSM IIPOCBITY.
Hupku — BupaxkeHi qucTpodivHi 3MiH B KQHATBINIX,
HCKPO3 CHITCII0 YACTHHH KAHAJBINB, B YACTHHI
CYJVH NMOTOBHICHHS CTIHKH 34 PaXyHOK HEPiBHOMIp-
HO BHPA’KCHOTO BiAKIAICHHSI TOMOTCHHHX POXKEBUX
Mac.
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Puc. 4. XBopa K., 63 poku. Cepue 36inbLueHe 3a pa-
XYHOK npaBuXx BiaAainis, ocobnumeo npasoro nepeacepas.

Puc. 5. XBopa K., 63 poku. BigknageHHsa aminoig Hux
Mac. 3abapsrieHHa KoHro-poT, x100.

TakuM YHMHOM, BPAXOBYIOUH CHEIH(ITHIH
30BHIIIHIA BUTJIAI OPTaHiB, 3aIliA03PIIH MICII PO3-
THHY aminoimo3. Bymo mposeacHO cremudivHy
TICTOXIMIYHY Ta IMYHOTICTOXIMIMHY peakmii 1t
BHABIICHHS aM1IOiTy.

BpaxoBytoun fgani mamMopdonoriyHOrO 110-
CII/KCHHS Ta IMyHO()CHOTHIYBAHHSI aMinoiny y
xBopoi K, 63 pokiB Mae Micue MepBUHHUH (CHCTEM-
HUHW) aMinoimo3 3 MEPEeBaKAHHS A- , K- IJETKHX
JAHIFOTIB IMYHOTJIOOVIIHIB, 3a0apBieHHI 13 A-
aMinoigom Oya0 HeraTuBHEM (pHC. 6 a,0).

Puc. 6. A. XBopa K., 63 poku. MNosntusHe 3abapBneHHA Ha A-nerki naHurorn imyHorrnobyniHy. b. Xsopa K., 63 poku. No3su-
TuBHe 3abapBreHHA Ha K- nerki naHuorn imyHornobyniny. IFXA, x400.

Mincymox

[Tpu cucteMHOMY HMEPBHHHOMY aMiJIoigo3i ce-
pUC € TOMIHYIOUHM OPTaHOM-MIIICHHIO, 3 TCPCBa-
JKAQHHSM YPaXKCHHA MPABHX BIAILTIB cepIs, 0COOIH-
BO TPABOTO MepeaAcepad. Biq3HAYAFOTHECA TPYIHOIIL,
SIK TIPIDKHTTEBOT, TAK B TICBHUX BHIAIKAX, W MOCME-
PTHOI TIaTHOCTHKH, IO, BiAIOBIAHO, BHMATrae peTe-
mpHOI Mop(omoriunoi Bepupikamii i3 3aJydeHHAM
TICTOXIMIYHOTO Ta IMYHOTICTOXIMIYHOTO JOCIi-
JUKCHB.
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MepcnekTHBH MOAATBLIIIX PO3POOOK

Ha nanomy erami po3BHUTKY MEIWITMHHU B 00Ja-
CTi JIKYBAHHS aMiJI0iN03y 3aCTOCOBYETHCS TAPTETHA
Tepamid, KA BHKOPHCTOBYETHCA B 3AJICKHOCTI Bif
KOHKPETHOTO THIy aminoixy. [lpm mnpu3HadeHHI
TKYBaHHSI XBOPHX IOTPIOHO 3HATH TUI AMLIOIAY,
IO CHOTOAHI MOKJIMBO TLIBKH IPH MOP(OIOTIIHO-
My TOCTIIKCHHI TKAHWH. [ICPCIICKTHBHUM € 3a1y-
YAHHS A0 XIaTHOCTHKH MOP(OIOTIIHHX JOCIIIKCHB,
ocobmmso II'X/] i3 BCTAHOBJICHHS THITY aMinoixy, y
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BUIIAJKAX 103D HA CHCTEMHHH aMioino3.
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Pedepar. Lleas paboTsl: onpeaeanTs 0COOCHHOCTH MOPAXKECHHS CEpALia IMPH CHCTEMHOM ammionaose. Bo
BpEM HCCICOOBAHUA OBLIH HCIIOJIb30BAHBI MCTOOBI BYTOHCHfIHOfI JAAATHOCTHUKH, MAKPO-, MHUKPOCKOIMHYICCKOTO,
B TOM YHCJIC THCTO- U HMMYHOTHCTOXHMHYICCKOTO I/ICCJ'IGZ[OB&HI/Iﬁ. Cep/:[ue ABBICTCSI OCHOBHBIM OPraHOM-
MHUIICHBH) IIPH CHCTCMHOM aMHJIOHI03C. O1Me4aroTCs TPYAHOCTH JUATHOCTHKH, YTO, COOTBCTCTBCHHO, Tpe6yeT
TINATETBHOM MOP(HOTOTHUCCKOH BEpH(DHKALNH C TPHUMCHCHACM THCTOXHMHYCCKOTO H HMMYHOTHCTOXHMHYCCKO-

TO HCCICIOBAHHHH.

KiroueBnlie ciioBa: AMHAJIONA03, THCTOXUMHICCKOC, HMMYHOTHCTOXUMHICCKOC HCCICAOBAHUC, 7\.—, K-JIETKHE

[enyd HMMYHOTI00yIHHA, AA aMmtons.
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