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H.B. MoHny, 0.B. Crynak, O.A. EnaH4viHLUEBa, O.N. )XapiHoB

KuiBcbka Micbka KniHivHa nikapHs «KNIBCbKMI MICbKMI LEHTP cepus»

[liarHOCTKa CUCTEMHOro aminoifosy

Y cTaTTi NpeAcTaBNeHo KAiHIYHUI BUMNAAOK CUCTEMHOrO aminoifosy. Po3rnsiHyTo o3Haku aminoifosy cepus,
npoaHanizoBaHo pe3ynbTaTu KNiHIYHOro obcTexeHHs, gonnnepexokapgiorpadii, Gioncii wkipu Ta faceH.

Knro4oBi cnoBa: aminoigos, giarHoctuka, exokapgiorpadis.

AMiﬂoiz[os — Tpylla 3aXBOPIOBaHb, 3araJbHOIO
03HAKOIO SIKUX € Bi/IKJIa/IEHHSI B OPraHaXx Ta TKa-
HUHAX 0co0MBOTO Oiska B-hiOpuasspHOl CTPYKTY-
pu. Tepmin <aminoin» ysiB y 1854 p. R. Virchov,
SKUN eTaJbHO BUBYAB PEUYOBUHY, IO BiAKIATAETD-
¢Sl B TKQaHWHAX TPY Tak 3BaHIll «cabHil» XBOPoOi y
XBOPHUX 3 TyOEPKYJIb030M, cu(inicoM, aKTHHOMIKO-
30M. Y mopasibiioMy OyJa0 BCTaHOBJIEHO O1ITKOBY
npupony aminoiny. Yepes 100 pokiB 3a gomomMororo
€JIEKTPOHHOIO MIKPOCKOIIA MOKa3aHo Horo (ibpu-
JIIPHY CTPYKTYPY. BUAIIIIOTh YOTUPY TUTIN aMiJIOl-
J103y: TIEPBUHHUI (CUCTEeMHUN ), BTOPUHHUI, ciMeli-
Huit (crajikoBuit) i ceninpnnii (crapeunit) [4]. Jdamni
HaBeZeHO TTPUKJIAM 11aTHOCTUKU CUCTEMHOTO aMiJio-
7103y B Malli€HTa, IKOro OYJI0 CKEPOBAHO Y KIIHIKY
NI BUPIIIIEHHS TUTAHHS PO OTlepaTUBHE JiKyBaH-
HS «Q0PTATBHOTO CTEHO3Y».

[TamtienT H., 72 poxwn, rocnitasizoBaHuii 31 ckap-
ramy Ha 3aJIMIIKY, nepudepryHi HaOPSIKK Ta 3araJib-
Hy cabkicTb. O6’eKTUBHO Oy HasiBHI O3HAKU Cep-
1IeBOI Ta HUPKOBOI HEMOCTATHOCTI. ApTepiambHuii
tuck — 140/90 MM prT. CT., YactoTa CKOPOYEHBb
ceprst — 97 3a 1 xB. 3aragpbHUN aHAMI3 KPOBIi: €pH-
tpouutu — 3,87 -10'2 /1, remor106in — 108 /1, rema-
TOKpUT — 34,2 %, nefikormti — 15,9 -10° /71, TpOMGO-
Tt — 154 r/n. BioxiMiuHuil aHasti3 KpoBi: 3arajb-
Huii 6110k — 62,2 1/71, cevoBuna — 38,5 MMOJIb/JI,
KpeatuHin — 460,9 MKMOJIb/JI, 3aranbHUil GiTipy-
6in — 14,0 MMOJIb /11, TII0KO3a — 4,6 MMOJIb/JI, aja-
HiHamiHOTpaHncdepasza — 43 Om/n, acnmapTaTaMiHO-
Tpancdepasa — 33 Op/7, 3aTaqbHUI XOJIECTEPUH —
4,9 MmMomb/J1. 3arambHUN aHAMI3 cedi: TPOTEIHyPid,
MTOOIMHOKI €PUTPOITUTH Ta ITUJIIHIPH.

EKI: put™m cuHyCOBUI, peryJgpHUil, dactora
ckopoueHb cepirs — 96 3a 1 xB, o3HakU TinmepTpodii
JIIBOTO TIJIYHOYKA i3 CUCTOJIYHUM TlepeBaHTa KeH-

usaMm. Exokapaiorpadis: aunaTanis 060X nepeacepab
(miamerp miBoro mepesncepas — 4,5 ¢M, TPaBOTO
nepencepas — 4,3 ¢M), KiHIEBOAIACTOMIYHUI 06’ €M
JIIBOTO TLIYHOYKA — 77 MJ, KiHIIEBOCUCTOJIUHUN
00’em — 34 mur, dpakiist Bukuay — 56 %. Bupaxkena
CUMeTpUYHA TinepTpodisd CTIHOK JIBOTO MITYHOUKA:
TOBIIIMHA MIKILITYHOYKOBOI meperopoaku — 19 mu,
TOBIIIMHA 33/THBO1 CTIHKY JIiBOTO MIIyHOUKA — 17 MM.
CrpykTypa MioKapja rirmepexoreHHa, <«OJUCKyda»
(puc. 1). HeBenmukuit aopTaJbHUI CTEHO3 i3 ceperl-
HIM TPaJIiEHTOM THUCKY Ha KJjamani 19 MM pT. cT.,
KaJbIINHO3 CTYJIOK +(+); MiTpaJbHA HEJJOCTATHICTH
2-ro cTymeHs (CTyJKA KJalmaHa Jenio MOTOBIIEHI);

Puc. 1. ABoBUMipHa exokapgiorpadis (WoTupukamepHa
no3uuis, anikanbHUM QOCTYN): CTIHKMU NiBOro WyHoO4YKa
MNOTOBLUYEHI, CTPYKTypa Miokapaa 3 audcdy3HUm
rpaHynsipHUM GIMCKOM
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Puc. 2. TiocpbnaBiH T-NO3UTUBHUI MaTepian y CTiHKaX KPOBOHOCHUX CYAUH Ta 6a3anbHUX MeMOpaHax npuaaTkis

WKipwn

TPUKYCIiIaibHA HEJIOCTATHICTh 1-TO CTyIIeHs; Topy-
IIEHHS [1aCTOJIYHOTO HATTOBHEHHS JIiBOTO NIIYHOY-
Ka 3a PeCTPUKTUBHUM TUTIOM. CUCTOJIYHUN TUCK Y
JlereHeBiii apTepii — 68 MM PT. cT. 3HaYHA KiJIbKiCTh
piuHK B 060X TIEBPATIbHUX MOPOKHUHAX. 3 OTJISILY
Ha HasgBHICTH TillePeXOreHHOTO MioKap/a, HeBiIo-
Bi/IHICTh MiXK CTyIIEHEM aOpTaJbHOTO CTEHO3Y Ta
BUPKEHICTIO rinepTpodii CTIHOK JIiBOTO MITYHOUKA,

Puc. 3. MO3UTUBHMIA TECT Ha aminoip, i3 3abapBneHHAM
KOHIro Y4epBOHMM OCHOBHUM

PECTPUKTUBHUM TUTI HATIOBHEHHS JIIBOTO MIITYHOUKA,
6yJ10 3aIi103peHo pecTpuKTUBHY (iH(pIIBTPATUBHY )
KapioMionaTiio — aMiJioizio3 cepIis.

[Ipu ynpTpasByKOBOMY MOCJHI/I?KEHHI HUPOK BU-
siBJIeHO MUdY3HI 3MiHU MMAPEHXIMU HUPOK Ta KiCTH
000X HUPOK Ge3 MOPYIIEHHs BiATOKY Cedi, a TaKOXK
O3HaKM CEYOKaM'sTHOI XBOPOOH.

Ha nymky nedposora, B maiienTa HassBHi XpOHid-
Ha xBopoba Hupok IV crazii, xpoHiyrwuii memoned-
PUT y cTafil peMmicii, amisioifno3 HUPOK, ceyoKkam’sTHa
XxBOp0o0a, KicTu 060X HMPOK, aHeMis, aprepiajbHa
rinepreHsis.

3a manumu Gioricii, B MaTepiasi sicer Ta 6a3aib-
HUX MeMOpaHaxX MPUAATKIB IIKIPH 3a JOMOMOTOI0
CBITJIOBOI Ta JIIOMIHECIIEHTHOI MiKPOCKOIII i3 3a-
GapBJIEHHIM KOHTO YE€PBOHMM OCHOBHUM, TiodJia-
BiHOM T BHUABJEHI JIENIO3UTH aMiJoify B CTiHKax
KPOBOHOCHUX cyauH (puc. 2, 3). Takum untom, 6yJ10
MIJITBEP/KEHO JiarH03 CUCTEMHOIO aMiJIo1103Yy.

[IpoBigHUM METOAOM MiaTHOCTUKU aMiJIOif-
HOTO ypakKeHHS CepId BBAaKAIOTHh JOMILIEPEXO-
kapmiorpadiio [1, 2, 5]. Ile 3axBopioBaHHsa HEPITKO
MTOMUJIKOBO POBIIHIOIOTh K TilePTEeH3WBHE ypa-
JKeHHs1 cepiist abo rimeprpodiuny Kapaiomionariio.
3 OISy Ha BITHOCHO HU3BKY MOIMUPEHICTH XBOPO-
6u Ta BIJICYTHICTH CHENU(MIYHUX MaTOTHOMOHIYHIX
CHUMIITOMIB, JIarHOCTHKA aMiJoifo3y MOKe 3ilic-
HIOBaTUCS HAJTO Ti3HO, IHKOJIW — TPU ayTOIICIi.
CepiieBa HEZIOCTATHICTb, IKA BUHUKAE ITPU aMiJI0i/I-
HOMY ypaKeHHi cepiist, y OibIocTi BUtiajgikis ped-
pakTepHa [0 MeIMKaMEHTO3HOI Teparmii, mepebir
XBOPOOM — TOBiJIbHE TPOTPECYBAHHSI, a MPOTHO3 —
3a3BWYall HeCTIPUATINBUI | 3].
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KneBsckasi ropoackas kKnuHuyeckas 6onbHuua «KMeBCKUM ropoackon LeHTp cepaua»

JnarHocTtnka cmcteMHOro amunongosa

B craTbe npeancraByieH KJIMHUYECKNI cnyqa17| CNCTEMHOIo amMmmnonaosa. PaCCMOTpeHbI NMPU3Hakn aMmmnonagosa

cepaua, NpoaHanM3npoBaHbl pesynbTaThl KIMHUYECKoro obcneoBaHus, gonniaepaxokapaMorpadum, broncim Koxm
N AeceH.

KnioyeBble cnoBa: aMUionao3s, AMarHocTrKka, axokapaunorpadums.

N.V. Ponich, 0.V. Stupak, O.A. Epanchintseva, 0.J. Zharinov
Kyiv City Heart Center

Diagnosis of systemic amyloidosis

The clinical case of systemic amyloidosis is presented in the article. Some special features of cardiac amyloidosis
are reviewed. Results of clinical examination, doppler echocardiography, biopsy of skin and gums are discussed.

Key words: amyloidosis, diagnosis, echocardiography.





