ulbwol (S5 39 03561 alxo
WWAY Ylaws 3/9\ o)l.o.da/tum 9 s Jlw

ad ol jauioghao 3 590 9 v 515

‘-::e . OL% )JS») ‘sie)é ‘s.o.l; )W ).750 ‘ese‘s-ﬂu. )QAM ).75»5
V‘S") 329 ).Jé ":isc.;])' w_,)f ‘sol.b ).Jé cv)‘-)&-*-’ S ‘)'b) )‘S'b

ol el elaiol (S 0aStils 15 09,5 okl e cjslsilos, alans (s #
ol ool cplodiol (S pole oSl (539l 095 sl cg3gllgileys cundgls sk

So90 GRS

AVIYIYY iedly yd f,U

ANIBINY 1oy &a,U

(4]

£ 4

g adhaio b bls)l )3 ol (SeilS modle 5 sl Seatiases joasokiol p8 (ustoll iyl joaslal
N85 slew il 0 CNS o & (1 o)) 581 S o ogus) Skeal & il tnusg
gy szl o gsliid 38 ¢ JUpal eadg s o Jldb ()lsS ol ST daalls (LIB) Wod o
{05 9 Sl Mas gy paggin

JK slas s ((Scleroderma skin liKe folis 9 s (chw gode b1y ladlo ¥Y Jlow Lo
s 5 Grog Yol Clols dio (S5 (il (Jgens > 1S )5 slaails (olaidl e
g > D9 0db S Gliwjlen 3 il (S5 e 4TS pad e gpd Q) By ey
2 9 b o1 Jibsin il Bsel dlse sy o)lul pr3anl 3 g Bosl (Sl el e Cusyy
23,5 10l jeu5skel CONQO-red s sl X,

13,90 (9,35

.Shoulder pad sign «;yU; 5532 gl 5990 sbnol

1S (5519

A4
Y
A
Yy

sl colaiol (Sigy pole olKiisly Lokl cansfelsilagy ¢ b ypuaio 1S3
E-mail: salesi@med.mui.ac.ir

:Obras dlaas
HUEg PRESERPY
iy ges dlaas
sxobio Dl

VWO K VOWer u»)bi

AR AV Olis ) 78V 05l / Y9 o — Olgaonl (o 5 0dSCiils aloes



ololsas 9 SIE ) guaio SiSa

B a2 S s Sl el s sl
(F) a8 o i iy Jas S5 0 Cns
S V) 3ls S Al s (s 5k skl
) el s dskel e s laes 5 &g
5ty Olbl y psks sl s0e S5 Lol an

W) dw‘f%@‘ Q)HMLSJK.LJ

Jlin
Sl el (S0 ¢T3 o i el
Cd 3 533,5  (SHiff lung) " i v gas )"
Sladod e o a1y o a5 Shes
(Y) aas e 0L (Restrictive pattern
oo a adsl Sadishal St als o g

Seol s O gl Al GamS 53 a5 Lol o g5
O odeSs ol 5 ol (sl shel M50 U B0
5 S = Sze Sl allss (V) 55,8 s Lyl
Az &l Al Jold s el Jaie
P95 et 5 ey ol S ol S

0L S, 25,85 . Wl (Pseudohypertrophy
AN ssd= 55 5 el mLSG (Macroglossia
wdls s yors S s e ol Baaiel Sl
ROV ISPN U1 WA GV RO N W P
sl o skl 55 Jamie (5,858 ¢ o S
53 45 ol (Shoulder. pad signols . cwdle
L rbe dsmsST (55400 O sl AT (o
o et heate Glb1 53 any ol ol A Sl
e Dl S el WIS e oS Al e (LS
sloml &S o Cosgdons 5355 fuaie cpl 53 acb
=5 SR el Ll o s & SS 53 AS
(1) 358 08
Oloys 55890 5554
sl 3 skl 55 Jol S 8L ey

dalgl jgustglual v 90 S (4h ) 38

4oddo

S S35 gkeal 03 o sl w55 sl
spher 455 s 3l olew al 4 1ol
() o pasie Sga OF G5 gt s
ssba SS ek ramen 5 Solen S3SL
A5 sheel &S ey 5 adkaie b bLSSI s it
40N 3 GBI gl al 53 LS e g
Solew ol ) 555 855 ol s CNS
— Sl (S5m0 L e Sl
el S sal Lt allis 51 5 e

2l o5k aigolen (pl 5o AS 5 LadS (L
ois” ols Ol b andl pi o Sl S
s ol sae LT s b (GilS
Gyl o 00 Lshie ;S0 4 s Ol
b5 5 ASl SBas gy g s S5k skl
(V) W58 o5 S

53 Jsmane H3bany Al adS 5us 5kl o
Al S p ok 5 AS o sy U8
Sl ol ot LS (655855 b oS S oyl
oY sb os ol (8 55,5 53 ()
S 3258 Sy 4 O (Gaasin Sl 530
1L~ (Restrictive cardiomyopathys i
()

33 adsl Sad skl 53 518 oK (6,8 5
5 S W K e ey i o b
O gl A S ol Sl (g3 5 (650
A3 3kl ol e 51 G Olse 4 sAS
OFFSESN

sl Saatphal mls Al oS Jae Sl s

e L il a8 sl e edn Sl ALY s

AY Olne 5 /4 05l / YE Il — Olghonl (S5 0S5l alos



ololsas 9 SIE ) guaio SiSa

35 (8

300 Sy o e sl Sl 3 el 051 ey
bt e SIS slasys 5l 5y ek folie
ooalS 5l e Sl il CulS Sl ) s
bl Cull olie ST s SIS > (gesgdoee
SN 55 Solds uladils &8 55 s bl ey
RGIOW [ POV PR

Ol ady i S sl ol 4w
o (S8 Jlrs J3ole 53 51 503 8 Iy (g5l
B R
Ll 03 3 g0 7y Slosss Sla et

G s i (S35 e HUSG IS Jl ey
o5 ot (o Jor 4l iz 50y 0l
Sde ol dsb s cdls L3 L0 s, L8
055500, adam 31 dlises Slag)ls O pae 4l
By S5 Sl Dfse i

e S (o 5 Ol Sy Saulre 2
i ol el Jlis 53 oS ol IS5 g ot

Sy S 3 sy ph s 2

Ay s B 4 Scleroderma skin like S~
Sy 2 e Sy Y Rhills g Sl
old o 25 5. 0L AUS st 55 03 8 s

Y 5 Ji&) cls

dalgl jgustglual v 90 S (4h ) 38

5 A3l J Loy JU IS e (651 S
SIAL sl | 55 (Subunid glaa 1,
S el 4 S S oy b Sl 50518 5y
A) el B lacaw sl 5w 0 40S G J seames
S sl 5okl 55 W) Y S glae i
Q) 358 0 0dss (K) LIS Ko slae e 5
Lo oS Sl esls 0L (SIS me s Sl
5 e ol YE UOIA s 500 el Ol sl
5 S g5 e (V) el ol 3L s
S ER P E S SR S PN S P S
Jsbias alu, (Congestive heart failuye
() d,ls (5 5ol S jas
Ly )5 S adsl 5o sheal Lasiia Oleys L
s oo Loy 0087 5 208 (555 2 45 ol (53050
OV 51 oS 5 o) 5308 w55 il ls LG
o2 B S pan () Sl O a5 5 o
oy ils S e 5 (So S oS el
i latleys (V1) das e ol 5508 4 Kbl
fmal e S kel Oble 3 35 S0 ol
Obles 02 558 G552 Sl ealial Jbe Ol e
Sl LUlg e CHF 5 S8 oot 4 e
Slaasr (prage 5l SC 05 e Jsb 2l
SO el ol sl S skl Oble L3 Sleys
Ol e codal Jas 4 O GLOK ) 51 oS ooy 5
o5 Jlan Gl 5 255 el plS 8 (55 )
ol a5 oy Solas () S 555 0315

AY) sl ails b ol ys

390 FIR
S5 L Gl BT S YVA s 5 YY sl s

() Ll Ol by (5885 as,y sy 3 ok

AV Olis 18 0 5les / YP Jlo — Olgaonl (o 5 0dSCiils aloes



Olysan g SIG ) gaio yisa

b 5 A8 o3l (oS SIS S s s 58
Prominent s.ol sis =1 glads s 5 anb
e S s 0558 a5 s IVC o
b5 dy (S sl 3 S e gy
- ks Barium swallow; c.:ls Restrictive
sEarly esophageal dysmotility s~
Some degree of Gastro-esophageal reflux
Sl aldls s SIS sy 3l 58
53 el (S, L Ol 5o b
Al laanl T Vst 5) s

RGN PSS QJJJT )L""ﬁ.

oo U5 @ ges AT laanl ) Jgus

WBC OVer AST Y

Hb A ALT g

Plt AARRN ALKP VoY
ESR 00 PT Y

CRP Negative PTT VY

RF Negative INR VY
BUN v TG av

Cr /4 CHOL AR
Ca /A LDL AY

p /0 HDL Y

Na YV T3 s
K Y/A T4 510
CPK oy TSH \Al
LDH \tdd

le Lol & sl ‘_;hlfei-;bﬂ slaasl .Y J i

)l diges ael VY 150l d5g03
Pr ++ Y Ya..
PH o Cr £00
Blood + Pr \lizg
WBC v-f
RBC ¥-5
Granular cast
SG 110

dalgl jgustglual v 90 S (4h ) 38

Jr s 0 p A Sl Nk clls Y- S

3 dor B s o Sl S Laails
S5 4 3y d gens J 5l S 55 (6 et O
(¥ JS8) 5 asie Of (655 OIS LUl &S

el 3 0T (555 5 OGS LSBT &S Jlaw 0L Cunss ¥ K2

asles 3 s by b 5 5 b Slen S50
D ek s pee 5 Sl LIl gle
Lo s Laplil 3 dtd ed JKe 5851 5 p 5 oS
3 Gosen Jolis Gaslae 3 sade s a3
23S 33 a3 LS 5o b e
it o g 35 sSS5Y 3 3 e BT
Tl ol e L Wi e S5 SL Al
A el WSO el

WSS o 2

c)Lo.ﬁ;.,JégélJfﬁ;)lSjSU:

Moderate RVE, Moderate PH, Severe LVH,

EF=50-55% PAP: 55, MR2+, TR+

AV QL’L«..A) /Q\a)k.&/ Y?d\.w— QL@—G«A‘ é&ﬁ: am‘: A.l:u:



Olysan g SIG ) gaio yisa

3ol b IS skl slen o3l (55 585 2
aS ool Glas o (F M=) 6 L p o
o yken Jold sl anils Bl 55 skl & ol Ko
et SV 5 25y ol 55l Sl Jod 5
CFO0) il o s o Lol 5 s s Lol

Soa sl AL Olge Com S sl s shasl
JU SIS 5l ity ol el ooy 3w ali
JU S gn sla o e O 3 a8 il fos Lty
5oLl S) il ple s S 5o Sew o i
OFW) a8 e Oy (e Slaas] i
Coly s skl AL 55 b oo Ly O gl i 5
B R LB N SRR PP ]
e3i523 S sosise adlllas S 5o (P AA) 53 8
36 e 5 o3 (sl o L VA
(V) Gl ooz Wn o g5 905 S 5l o

A Sl Akl 3y i Sl
o2l al L Ol 5 oo 1y sl go (VL o s Sl ppY
Cwd a3 Sl ol S @S ola g 5l
O gosl o] Ch g O 5ol B Siladlaer 5 5551
Or Ve o) (g MBS FIRA (WSS o x
Sz 5 Ao 00 =00) Ol il Grn oy 5 Aoy
mans 5 (P YY) Gl sl 55158 Ao s O
Srr a Jolas X0 e85 pas Clo 0 Ol
Apia g gl b 50 (] S Sl 2l
&S e

i sl o 5 5eS cadsl o gl Olejs
Q) sl O3l 553 2 o Do a0 OV ol 530S 005
Lol e S 23 Jald polan] o2 sladleys

2k e Jsb Rl el

dalgl jgustglual v 90 S (4h ) 38

ag: ¥/Y Alb:oy/a 0 30523 7SN (i g
NN B AYIY gV e/f

o 03 el et 4 gy o g Slan
03 4l 53 5 (B 5T (Sl e gl o sSs Soe
iy s el e s Sl
Cbe Db sy sl Jlanml &S 3,0 e
(¥ J52) 2 g0d

"lé"";.(}a? |(‘ ‘_ -

'6)')95"‘ &}iwjji:a 6[.“ .f JS::
Aol 5as skl 55 Congo-redg ;.15 s

) J.i.&) J..Lajf

CongGo-Ted s+l 53 o33 gl 2 55ws Sor (slas 0 S5

S

QHMWSJ_AJQL:ZJ‘)JRM

&y

AV Ol 3 /4 05l / Y9Il — Olghen] (S 53 0uSCils aloes



ololsas 9 SIE ) guaio SiSa

References

1. Kyle RA, Gertz MA. Systemic amyloidosis. Crit
Rev Oncol Hematol 1990; 10(1): 49-87.

2. Merrill D. Benson, Immunoglobulin, light-chain
amyloid (primary) amyloidosis. In: Koopman W,
Editor. Arthritis and Allied Conditions. Baltimore:
Williames & Wilkins; 2005. p. 1937-43.

3. Brandt KD, Cathcart ES, Cohen AS. A clinical
analysis of the course and prognosis of 42
patients with amyloidosis. Am J Med 1968;
44(6): 955-69.

4. Kyle RA, Greipp PR. Amyloidosis (AL):
Clinical and laboratory features in 229 cases.
Mayo Clin Proc 1983; 58(10): 665-83.

5. Rubinow A, Koff RS, Cohen AS. Severe
intrahepatic cholestasis in primary amyloidosis.
A report of 4 cases and a review of the literature.
Am J Med 1978; 64(6): 937-46.

6. Kyle R, Bayrd E. Amyloidosis. Review of 236
cases. Medicine 1975; 54(4): 271-99.

7. Celli BR, Rubinow A, Cohen AS, Brody JS.
Patterns of pulmonary involvement in systemic
amyloidosis. Chest 1978; 74(5): 543-7.

8. Glenner GG, Terry W, Harada M, Isersky C,
Page D. Amyloid fibril proteins: proof of
homology with immunoglobulin light chains by
sequence analysis.
1150-1.

9. Skinner M, Benson MD, Cohen AS. /Amyloid
fibril protein related to immunoglobulin‘lambda-
chains. J Immunol 1975; 114(4): 1433-5.

10.Kyle RA, Wagoner RD, Holley"KE. Primary
systemic amyloidosis: resolution. of the nephrotic
syndrome with melphalan and prednisone. Arch
Intern Med 1982; 142(8): 1445-7.

11. Glenner GG. Amyloid depasits and amyloidosis.
The R-fibrilloses. N Engl J Med 1980; 302(23):
1283-92.

12. Hawkins PN, _Lavender® JP, Pepys MB.
Evaluation of systemic amyloidosis by
scintigraphy with 123l-labeled serum amyloid P
component. N Engl'd"Med 1990; 323(8): 508-13.

13. Kyle RA. Amyloidosis: a convoluted story. Br J
Haematol 2001; 114(3): 529-38.

Science 1971; 172(988):

dalgl jgustglual v 90 S (4h ) 38

14. Preud’homme JL, Aucouturier P, Touchard G,
Striker L, Khamlichi AA, Rocca A, et al.
Monoclonal immunoglobulin deposition disease
(Randall type). Relationship with structural
abnormalities of immunoglobulin chains. Kidney
Int 1994; 46(4): 965-72.

15. Buxbaum JN, Chuba JV, Hellman GC, Solomon
A, Gallo GR. Monoclonal immunoglobulin
deposition disease: Light chain and light and
heavy chain deposition diseases and their relation
to light chain amyloidosis. Clinical features,
immunopathology, and molecular analysis. Ann
Intern Med 1990; 112(6):455-64.

16.Kyle RA, < Gertz. MA. Primary systemic
amyloidosis: clinical and laboratory features in
474 cases. Semin Hematol 1995; 32(1):45-59.

17. Tirzaman O, Wahner-Roedler DL, Malek RS,
Sebo 'TJ, Li CY, Kyle RA. Primary localized
amyloidosis of the urinary bladder: A case series
of .31 patients. Mayo Clin Proc 2000; 75(12):
1264-8.

18. Sanders PW, Herrera GA, Kirk KA, Old CW,
Galla JH. Spectrum of glomerular and
tubulointerstitial renal lesions associated with
monotypical  immunoglobulin  light chain
deposition. Lab Invest 1991; 64(4): 527-37.

19. Fonseca R, Ahmann GJ, Jalal SM, Dewald GW,
Larson DR, Therneau TM, et al. Chromosomal
abnormalities in systemic amyloidosis. Br J
Haematol 1998; 103(3): 704-10.

20. Duston, MA, Skinner M, Shirahama T, Cohen
AS. Diagnosis of amyloidosis by abdominal fat
pad aspiration; Analysis of four years'experience.
Am J Med 1987; 82(3): 412-4.

21. Duston MA, Skinner M, Meenan RF, Cohen AS.
Sensitivity, specificity, and predictive value of
abdominal fat aspiration for the diagnosis of
amyloidosis. Arthritis Rheum 1989; 32(1): 82-5.

22.Sungur C, Sungur A, Ruacan S, Arik N, Yasavul
U, Turgan C, et al. Diagnostic value of bone
marrow biopsy in patients with renal disease
secondary to familial Mediterranean fever.
Kidney Int 1993; 44(4): 834-6.

AY Olne 5 /4 05l / YE Il — Olghonl (S5 0S5l alos



ololsas 9 SIE ) guaio SiSa

Case Report

Received: 20.6.2008
Accepted: 1.8.2008

dalgl jgustglual v 90 S (4h ) 38

Journal of I sfahan M edical School
Vol 26, No 91, Winter 2009

Primary Amyloidosis (a case report)

Mansour Salesj Hadi Karimzadeh Mansoor Karimifar,
Peyman Mottaghj Zahra Sayed bonakdaParvin Rajabi

*Assisstant Professor of Rheumatology, DepartmehtRbeumatology, Al-zahra Hospital, Isfahan
University of Medical Sciences, Isfahan, Iran.

**Professor of Pathology, Fellowship of Dermatopatiyy,Department of Pathology, Al-zahra Hospital,
Isfahan University of Medical Sciences, Isfahaanlr

Background:

Case Presentation:

Primary amyloidosis is the most prevalent form ofstemic
amyloidosis and clinical sign of this disease im#sociation with the
extent of amyloid deposition in organ systems. Mafsthe organs,
except central nervous system, involved in thieake (heart, kidneys,
liver, Gl system, spleen, thyroid; adrenals, lynmgldes, bone marrow,
lung, synovium, skin, skeletallmuscle and tongue).

We describe a 43 years Iranian.female patient s¥gh of hardness of
skin and joints (scleroderma skin like), nonspecifiechanical pain,
shoulder bigness, dysphasia, hoarseness, popularledions, and
signs of carpal tunnel syndrome, which hospitalizeetause of
dyspnea. In the skin“biopsy and with light micrgscdhere was
epidermal atrophy and in papillary dermis deposit@d amorphous
eosinophilic material. In.congo-red staining amytsis was proved.

Conclusion: | In spite of thispoint that the primary amyloidosghe most prevalent
form of systemic amyloidosis, in our country ths the very rare
disease and the diagnosis especially in early stagdifficult. In early
stages, skinumanifestations of disease can confiteeother diseases
like hypothyroidism and scleroderma in edematoagestand in our
patient . waxy form papules was similar to familiar
hypercholesterolemia. Because of this presentat@rall in mistake
In primary evaluation but the proteinuria cause tuspicious of
amyloidosis and finally the diagnosis.
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