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primary)©] ##3sl= A7 Rheumatoid arthritis,

ankylosing spondylitis,

34, ¥4 943 B¢ XY acute*phase protein

(AA Secondary) ] A2 Aol Adr} B2
]

7 44 ol opa

2 dArAES 19863 1958 2002 12¥€7HR)
Azt o) et MEakaniglel oels At F
FAAANE Adstd fHREFen Iuwe HAE
oz stem, g #xlel 7 r5S eSSy
AJNAZ, AT 2 A A 2 dFed o
st 3o zabsielch ok Bxbis g0
Frel wE Ay fRREE 3 oA FARES
o2 el b Fo| AT AE PAkaA, d
FE5 skt e V)4H A8y Pyt aanz
RoMEER Yellgen, a4l Ha dEge
Kaplan-Meier method® #2393, dAAd A5
3} oA fAlREZ o H] 12 98y -testE A3
stleom, & o 7o) AES ¥uE 98 Log-rank
test® APty S AES BAAEE SPSS

1102 ol&sted sastgom, pitel 0.05 el 4
- oBASH R frod Aok Y Ao qHEe

ek

2
1. THA BRISl QAN 54

oAl 2gd 33 #4 & odAe 197
(576%), o17H= 147 (424%)°1Klem, Atk

T AEe 5481324010t iy A F ‘QJVJ
FAES Sats 21olgl o, olxtd FARE B
129t #AEY v AdEE B 90e =
2= A9 219 (677%), thebA #4545 79 (161
%), At~ BEYE 3% (9.9%), Castleman® '3

¢

psoriatic arthritis®} 22

178 (3.2%), 444 43 1% (32%) 0t (Table

°i9iLJ /3%7} 168 (485%)o2 7bd werew 7t
Hidl 9 (27.2%), HlEIT 17 (3.09%), H]A

2% (6.1%), AdY 29 (6.1%), LIt 21
apguidgiel 1EYS o] JkAa 9d A9t 1
H(3.0%)e19u. AR o) A HA

Ul ztolE flY (Table 2).

21%4 (63.3%)019) . Hit
g4 a2 ‘ﬂ ‘T‘ ] 11.5*+22 g/dLelglz, 11.0
g/dL olste] HIE A& Bl Sxbs 169 (485%)
olglom, 10,000/mm® ©]/4e] leukocytosis AL
Hel 3 7 (2129%)010%k Het HA  creati
nine< 12409 mg/dLoilow, 1.4 mg/dL O]*Lol
A= 7H (21.2%)01Atk 24417 AW HAe &
3199 galelA ZSAEA=H 015 g/24hr o], 3.0
g/dL ol3te] w@im7E JAE Ak 119 (35.5%)
o9, 3.0 g/dL °1d¢) ﬁ'z]'% 1378 (41.9%)°]1A ).

23 0.03 g/24hr o], olate] YHRII} gl

Table 1. Clinical Characteristics of the Patients
with Amyloidosis (N=33)

54.8+13.2
19 (57.6) 14 (42.4)

Age at diagnosis, mean£SD
M:F (%)
Amyloidosis type (%)

Primary amyloidosis 21 (67.7)
Secondary amyloidosis 12 (33.3)
Underlying diseases (%)
Unknown 21 (67.7)
Multiple myeloma 7 (16.1)
Rheumatoid arthritis 3(99
Castleman’s disease 1(32)
Ankylosing spondylitis 1(32)
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Table 2. Clinical Symptoms and Physical Examination of Patients with Amyloidosis at Admission

Primary (N=21)

Secondary (N=12) Total (N=33)

Clinical symptoms (%)

Edema 8 (38.1) 3 (25.0) 11 (33.3)
Gastrointestinal symptom 6 (28.6) 1 (83) 7 (21.2)
Dyspnea on exertion 3 (14.3) - 3 (9.1
Fatigue 3 (25.0) 3091
Weakness on lower extremities 3 (14.3) 3091
Chest discomfort - 1 (83 103.0
Dysuria — 1 (83 1 (30
Palpitation 1(48) 1030
Neck mass - 1(83) 130
Physical findings (%)
Hepatomegaly 7 (33.3) 2 (16.7) 9 (27.2)
Splenomegaly 1 (48) - 1 (30
Hepatoslpenomegaly 1 (48) 1 (83) 2 (6.1
Hypotension 2 (95) - 2 (6.1
Hypertension — 2 (16.7) 2 (6.1)
Hepatoslpenomegaly + Hypertension 1 (48 - 1 (30
No abnormal findings 9 (429) 7 (58.3) 16 (48.5)
A A= 229 5 97 (40.9%)019laL 2.0 g/dl o W (333%)o8 7h welor Azm AR F 3o
o]l g NInE 22“§ Z 119 (50.0%)°]31c}. ESR A 2AAAE R AU 4 (12.1%), AFe] 39
S7Fe] A7E Wel A= 189 F 137 (72.2%)0) 9.1%), 183 A%, 70, 91, A 24, b AR
¢la, CRP7F 719 %LZPE 201 ZF 59 (25.0%)0] At Aol zb7F 29 (B1%)oltk 1 ¢ #H, AR
Ay dHxeAdAA (blood urea nitrogen, BUN)= FH, A NG ko) 2k 18 (3.3%)olork o
FE 1915134 mg/dLoIRom, 25 mg/dL elabel A o)A4 fuRZol wE =LA R9le o
275 Bl A= 327 F 69 (188%)0)t). &% 9=zl ¢l (Table 4).
Z FH2HR FX= F9F 2211171296 mg/dLel 5 MEZs
R =
o 220 mg/dL o)At AAL HQ A 329
T 1173 (344%), T4 $#23= T 178111205 HFE 33EE FH7EE AAE 189l
me/dLoI% 0™ 166 me/dL Ol Hom F7ME AL olF 6We sl 4 B Toldom, 129e Ag
2% % 1% GAalck WAEIS At F stk AU ARA Y, HAEY e 49
2199 gzl A f’:‘rxéﬂi’iﬂﬁ 700 mg/dl. °)3l= PEH 1HE, 498 19, 2E" 19|t (Fig.
IgG7F 743 Fa4E 119 (52.4%)°]313, 400 mg/ 1). ]9 ’%1 F£8&-& Kaplan-Meier methodZ® <#+3-9

dL olde= IgA7b S7He ka7t 29 (9.5%), 1gM
40 mg/dL °]8HE 5% (23.8%), 230 mg/dL ©]4
39 (14.3%)°1%0vk @3 BaA AAE 13Wo|x] =%
HAa, C37F 90 mg/dL ©l&te] Z#E 1ol 3xte
117 (84.6%), C47} 40 mg/dL ©]4& 4% (30.8%)

froox rle

oieh AR oAy HARE Aold ejnlgli-
Aol w9l A4 @3 ¢lth (Table 3)
4. REEES TEMS ZXA 29|
FUARZOE AW A P9l 2180 1]

B median survival2 8/ ¥olitt (Fig. 2). —&

A FAEEH ol FURF 4EE v
WE 99 Log rank method® A& = &
ol SATFH R ou|gliz AFFEE xol= U
! &
ofdgol= gl fo}7} 18544 = 9|3z}t Ryu-
dolph Virchowol] 9] 2-& 47 ®© o|F? ojzz

ool Y we ATt glof gk AA opREol=
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Table 3. Laboratory Test Results

No. of patient (%)

Laboratory findings mean+ SD
Primary Secondary Total
N=21 N=12 N=33
Serum albumin <3.0 g/dL 29109 13 (61.9) 8 (66.7) 21 (63.6)
Hematuria 3-20/HPF 3 (14.3) 5 (41.7) 8 (24.2)
many/HPF 1(48) 0 130
Hemoglobin <11.0 g/dL 11.5*+22 6 (28.6) 10 (83.3) 16 (485)
White blood cell >10x 10%/mm® 847143 2 (95 5 (41.7) 7 (21.2)
Serum creatinine >1.4 mg/dL 1.2%09 5 (23.8) 2 (16.7) 7 (21.2)
N=19 N=12 N=31
Proteinuria
>0.15 g/24hr, <3.0 g/24hr 9 (47.4) 2 (16.7) 11 (35.5)
>3.0 g/24hr 6 (31.6) 7 (58.3) 13 (41.9)
N=15 N=7 N=22
Albuminuria
>0.03 g/24hr, <2.0 g/24hr 7 (46.7) 2 (28.6) 9 (40.9)
>2.0 g/24hr 6 (40.0) 5 (71.4) 11 (50.0)
N=12 N=6 N=18
Elevated ESR, M >20, F >30 mm/hr 8 (66.7) 4 (66.7) 13 (72.2)
N=11 N=9 N=20
C-reactive protein >0.8 mg/dL 2 (18.2) 3 (33.3) 5 (25.0)
N=21 N=12 N=32
Cholesterol >220 mg/dL 221.1+1296 7 (33.3) 4 (33.3) 11 (34.4)
Triglyceride >166 mg/dL 178111205 8 (38.1) 3 (25.0) 11 (34.4)
BUN >25 mg/dL 19.1+13.4 3 (14.3) 3 (25.0) 6 (18.8)
N-11 N-10 N-21
IgG <700 mg/dl. (700-1,600)" 7 (63.6) 4 (40.0) 11 (52.4)
IgA >400 mg/dL (70-400)° 1(91) 1 (10.0) 2 (95)
IgM >230 mg/dL (40-230)" 1 (91 2 (20.0) 3 (14.3)
N=8 N=5H N=13
C3 <90 mg/dL (90-180)" 7 (875) 4 (80.0) 11 (84.6)
C4 >40 mg/dl. (10-40)" 2 (25.0) 2 (20.0) 4 (30.8)

Abbreviations : ESR, erythrocyte sedimentation rate;, BUN, blood urea nitrogen
“laboratory reference range

b AAS el A7E FAEE R ofe] #i7F dl ol dapdeR o ALQ} H, o]z oz dezl
o}, T Agsh) B4R der FHESSE AA P42 R 42zl ATTR $o8 thdsiA 2
%Woh Qe Fo AR dudel me 2R ol FHldu. & Al 1% 4A fFdgs Ad A,
thoopdzol= whijde v Ast WEs 54 ofdRo|E9 74 WM detry] s UAE
sl F7F 247 T Ak 2 FREE ol WY S AAE s ¥sly] gl ohdzel= g
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Table 4. Biopsy Sites for Diagnosis of Amyloidosis

Biopsy site Primary (%) Secondary (%) Total (%)
Kidney 6 ( 286) 5 (41.7) 11 ( 33.3)
Rectum 2 ( 95 0 2 ( 6.1
Heart 2( 95) 1( 83) 3¢ 9D
Liver 1 ( 48) 1 ( 83) 2 ( 6.1)
Stomach 2 ( 95) 0 2 ( 6D
Lung 0 1( 83) 1( 33)
Sural nerve 2 ( 95 0 2 ( 6.1)
Neck mass 0 1( 83 1( 33
Liver + Rectum 2 ( 95) 0 2 ( 6.1
Heart + Rectum 3 (143) 1( 83 4 (12.D)
Stomach + Rectum 1( 48) 1( 83) 2 ( 6.1
Sural nerve+Liver 0 1 8.3) 1 (¢ 33
Total 21 (100.0) 12 (100.0) 33 (100.0)

Unknown o B Wl el §AEE B4E

Fepatd eede B reafale  gajd e wE T4 @A) G ERE 8

Hepatic failure_ e A o5 IAEREEH 9 FFHoT offRon

W e T4 el e elo) dastc

‘ FHEEE QANeR f3ele] ALY AA §A

e pEon ¥Rl HY AU wei A9, o
Septic shock N - .

o 'ZS o F4%, Castleman® ¥ #2452 AL FHESN &

a:;l. -7 6;1’ 2= 0] s 2= 2 alx] AA] :ﬂ-éoi’ 7+ &)

Fig. 1. The cause of death of patients with amy- E].;L_ T »E} Bl A E] ° ) ? ) o

loidosis (N=18). A HEG IAES AA FARSA Foohan ¥ &

[T A
e o

LB Ao ALY AAS W& 7318 AL #
[e]

Zol galth 3 B4E WPoR @ Mayo

100 clinic 23" ME AL §@FZo] Bgron) -

el RuE YN E 4:602 AA AT ¥

% of B oMol A2 etk HuydAE 8 5

% 60 Dol AfrARZe g =Foa v ANE BiE

3 $ol fAogon ALY AA FARFE B1E 161

’ = waste] Fueld AL FA%Zel U wes u
e

"’ Kyle 5V a4 gdR2Zo $#HES 2F 8

w/ululy Ao 2 vk Al B ol 73542 K
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Months after Diagnosis

Fig. 2. Survival of patients with amyloidosis.
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Z 5& zasged e Eae nu Vs ns Gl Al =4 AAZE & H o AlgEoelxl Ao A
stglon, omk AdFE, <kebRAdl (periorbital pur- Zre
pura)®] & Atk e & o] AlfA FHEFT dFrE B ez dEA glom,
BZo 948 540 Wl Ruaged 2 94 Kyle 9 94 fHES 84 30WS U
T4 H Aol Aot Zolrh Atk B AgelA & sto] AEES Rastged 10d AEEL 5% ofst
A HAL} AW HAF F FAF #A-E Bo] &1 o]21om, Gertz 5”& Mayo Clinicollq] §38Z9]
£ Hl AAME glgivh oheb 24A1%F AW Aol A F AE gl A9 2dd YA eyt g
150 mg ©ol/d¢] ¥AdAd B E Bl A7t A 30Y Wlo] FARkE mEElS W viEr 134YER
AME A1EEE 31 Y] B3 F 247 (77.4%)°10e, Bastgrl SfelE 8 50 ARAET #AE
AFTa Mool whily: g wol A9rt 139 (41.9%) ez e wW 14MEE Badigdn. 2 AT
o8 tripella BAAAAY Tlwe] AHE HAth M S S gAER o &3 nasiils
o] AL olntE FHEF Y 1/3 WA 1204 F ) gEgo] k2 ANE HPoey oze 4 HI
A e el A% AWML I Gertz 57 € gatel g7k Aglon g Hls) A5EHl A8
o] el FARRE 27L& Btk 2Ea e @A 7b REEG7] wWEes AZArt fREFY g
AdolEe] F7be dAdelA 23.8%, o]xHAelA S5 AP ARAY 22 A% ade "3
168%01%1 8 Merlini 5 I FAEZAN o2 AdAE EE APFFEo] LAY A
19% % mastgom o= vk Ads 8 A s Ags "ok Gertz ¥ fAES
o2 Az 5= Aol AT Ade] glom, FHiFol
el HAY fFHEFTAAN 2rldE HspAW U e AERSHE Aol Frhu FEEg]
zHo] olmgol=r}t Hsin B8 2FW EE & o9 Kyle 57 242 Fukd ARAe o 5o
kel daell AR 437 gl FJEs #AE 7B W 9E I FAsk md
gk ol dk o] K2 FHEF) dsty] A 4 Goeminne 5%& 44< AWT 839 HdEE &
2, YedA 244AE ga SRastzA ] Az Apoll i ATtellA ARAd g Hdd A mdE
< AdsHEY ols Wil HIHE o]f+ Congo Eahal o $7F v o] ek FAle] ofn] AR
red §43 HY dAvH HAAE #Zo] AdsEHA =4 Ho) sl AsiEl Adejo|lr] wiiolmal ek
A YRSt Bolwrl =& ¥ ool AALE 4 th 2 AFA R Abgo] Eelel 12799 FatelA A
1 2A A FEe] ) wRoigh U mg Fdo] bog 7 e AN S AxEgen,
H 834 Amyloid P component scintigraphy 2 -fr gy Fo] T+ AR AU}
AdEsE 274 98 F 1 FAEFTY A8 & A AR O3 443 AEe gl dEo
48 #dg S drkar s dA i—’FJ 9= 4lE W, A8 542 BEXR] $EORE plasma cell dys
oA Abgsta gtkz AT B Ao A & crasia @Ale} AME 7|#Y 7]5S 75 /A4
A AAE 7 wgsken, A x4 ZAARE Al & Aotk AL §A%ZFE A=83t7] 8 ohdd
257t 39, A A w ;f}tﬂd]/ﬂ 3 AAE Al HeEdd EAHQ FEawe] HAd AEHUE
dgt A9rt 4ol on Ao 24 #AE & ° 19979 Kyle 209 19999 Gertz ) mel-
A5 on, BRIt dedadal 22 A phalan +prednisone (MP) 2 Zol| s} B i3}y on
& g Afe At REFs Adar] 98 F T AEEE 182971974 FFEJT . Russ
oo o]l A =2 AAE Al A9t O B3 o} E3 Palladini %ZZ)t 832 dexamethasone
339 Fo 9ol o3 Az Hol Y F & F9ste] AL fAEF 349 BRI AEEE
Al AHFE A7) gk 24 HAPE dapF e o] FAAF L Bastdnh #He da /e A
of A& Aoz AzZHY 8T o4 g A 8% SCT (Autologous blood stem cell transplan-
24 AAE A gl9e Adow AzZEn =3 AW tation)?t BFH3 = Comenzo RL 22 7)3
7180 A HAF Fol frEFo]l gAE 2 4 o] AlgrElo] 9 A el AskA @& Y
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= Abstract =
Clinical Characteristics of Amyloidosis

Hyung Jong Kim, M.D., Sung Jin Moon, M.D.
Hyun Jin Kim, M.D.", Hoon Young Choi, M.D.
Dong-Ryeol Ryu, M.D., Tae Hyun Yoo, M.I).
Joo Sung Kim, M.D., Jung Tak Park, M.D.
Shin-Wook Kang, M.D., Kyu Hun Choi, M.D.
Ho Yung Lee, M.D. and Dae Suk Han, M.D.

Department of Internal Medicine, College of
Medicine, Yonsei University, Institute of Kidney
Disease, Department of Medicine’,
Samsung Medical Center, Sungkyunkwan University
School of Medicine, Seoul, Korea

Background : Amyloidosis is a rare disease that
amyloid fibril deposit in multiple organic tissue and
decrease organic functions. Many case reports for
amyloidosis were published but it is rare to domestic
generalized report for amyloidosis. The purpose of
this study 1s to evaluate the clinical manifestation
and prognostic factors of ‘amyloidosis.

Methods : From January, 1986 to December, 2002,
Total 33 patients that diagnosed of amyloidosis,
pathologically were included. The patients were di-
vided to two groups in primary amyloidosis and sec-
ondary amyloidosis according to causative diseases.

Results : Thirty three patients were diagnosed to
amyloidosis (men 19 patietns, women 14 patients)
with mean age 54.8%+132 years. Of the 33 patients,
21 patients had primary amyloidosis and 12 patients
had secondary amyloidosis. The causes of amy-
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loidosis were unknown 21 patients (67.7%), multiple
myeloma 7 patients (16.19), rheumatoid arthritis 3
patients (9.996), Castleman’s disease 1 patient (3.2%),
ankylosing spondylitis 1 patient (3.2%). Edema (33.3
%) and gastrointestinal symptoms (21.2%) are most
common initial symptom. There are hepatomegaly
(27.2%), hepatosplenomegaly (6.1%), splenomegaly
(3.0%), hypotension (6.1%), hypertension (6.1%) and
no abnormal finding (485%) on initial physical ex-
amination. Diagnostic biopsy sites were various ac-
cording to amyloid deposit sites and biopsy perform-
ed at kidney (33.3%), heart+rectum (12.1%), heart
(9.1%), liver (6.1%), rectum (6.1%), stomach (6.1%).
Conclusion : Edema is most common initial
symptom of amyloidosis but various clinical symp-
toms are showed according to amyloid deposit site.
Biopsy should be performed at suspicious amyloido-
sis patients of more than 50 years and early diagno-
sis and proper management of amyloidosis may be
helpful to treatment and prognosis of amyloidosis
patients. (Korean ] Nephrol 2005;24(2):230-238)

Key Words : Amyloidosis, Etiology, Clinical man-
ifestation
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