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ol agents. and developed ang tested a reaction-diffusion modal for myocar
dial penetration from the pericardral space. ' I-Lysyl-lysine (LL), MW 420 D
" I-NONO-Alb, MW 73 kD; and ¥ Te-macroaggregated albumin (MAA), 30
(im diameter wera delivered inta the porcine poricardial space (n = 10) by a
transmyocardial voute using a helix-needle catheler, Washou! was assessad
over 72 h by seriat scintigraphy o dufine agent foss fram the region of inter-
est. Epicardial-endocardial concentration gradients (n = 5) established 2 n
alter agent delivory ware assessed by measuring count rates of myoesrdinl
ligsue sarlgs chiained by cryasaclioning tangential to the epicardial surface.,
A mathemalical model was developed kased on a reaction-diflusion equation
descrhing agent transfor inta myscandium as a functian of interstitial ditty.
slon, transcapilary washout, penejration depth, and time. RHL was 98 + 2§
hior MAA, 22 + 4 tfor NONQ-AIb, and 4.6 + 0.5 h for LL Sham transmural
concentration gradienls werg found for LL, with a penetration half-depth of
2.5 1 0.1 mm: thase profiles wers closaly fit by our mathematical mode! (1 =
0.95}. In conglusion, physical sizo of agenty sirangly influences intrapericar-
dint residence time; ard fransmural concenteation gradionta are sleep, any
welbmadelad in torms of diffusion and washoul. These pharmacokinetic and
tssue penetration charactenstics will holp to deline appropnale agenty 4ng
suftable targets tor inlrapencardial tharapy.
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1040-41 | Long-term Survival in Patients With Primary

Systemic Amytoidosis With Biopsy-proven
Cardiac rvolvement

M. Grogan, M.A Genz, H A Kyle, 1B, Seward. A.J. Tajik. Mayo Medical
Center, Rochester, MN, USA

Background: Prognosis in primary systermic amyloigosis with cardiac involva-
ment {s pOor with a reported median survival of 5 months. The purpose of
this study was ta datermine the trequancy of long-term survival (5 yrs) in
patients. {pts} with pnmary systemic amyloidasis with biopsy proven catdiac
involvament.

Meihods: A review of all patients with primary systemig amylodosss with
hiopsy proven cardiac mvolvement was performed.

Results: Ona-hundred and fitty-four pts with primary systemic amylodosis
with a positive cardiac (153 endomyocardial. ¥ pencardial) biopsy for amylo
infiltration were seen from 1965 to 1997, Ten pls (S%) were tound to have
lorg-term survival, with a median of 138 months (range 76-181). Seven pis
sunvived - 10 yrs and 6 ol the 10 pls were alwe at last follow up. Al pts with
long-termn sunvival receved chemotherapy. Madian sunvival of the remaimng
144 pis was & months, lnitiat EF was significantly higher (35 = 12 vs 47 3.
14%, p = < 0.007) and mean mitral deceleration time was longer {196 +
71 vs 166 1 45 msec, p = « 0.001) in pts wilh =5 yr sunaval. Inital septal
thigkness wits not significantly diferent in thase with - or -5 ys survival (15
£ 4vs 16 + 3 mm).

Conclusion: Despite overall poor prognosis, lang-term survival is possible
in freated pis with primary systemic amyloidosis and cardiac involvement
mcluding survival of >10 years in 4% of pis. Higher initial EF andt longes
mitral deceleration ime were present in pts with fong-term survival.

| 1040-42 | A Comparative Echocardiographic Study of
Primaty, Familial and Secondary Amyloidosis

I. Mayssakis. F. Tnposkiadis, E. Chronakis, E. Kaltieris, L. Rallidis,

P. Nikayannopoulps, M. Kynakidis. Department of Cardiology.
Hammersmith Haspital, London, UK. Department of Cardiolagy. Lafko
Haspital, Athens. Greece

Baciground: Aryloidosis (A) 1s characterized by the deposibon of specitic
proteins in various organs. Guirently recognized types inglude pamary, sec-
ondary and lamilial each of which may involve the heant.

Material and Methods: Left ventricular (L) momhology, LV diastalic and
systalic lunction and nght ventricular (RV) size and systohc function were
echocardiographically (M-mode, 2D, pulsed and continuous oppler) as-
sagsad in 2B patients with primary, 17 with familial and 11 with secondary
A. To study disease progress in primary A, ali patients underwent a repeat
examination after a period of 15 + 6 monthy,

Results: interventricular septal thickness (mm) was grealer in primary
or familial than in secandary A (14.1 £ 23 v5 13.9 £ 1.98 vs 1227 ¢ 1
respactively, p < 0.002) while LV posterior wall thickness (mm) was similar
in the three groups (137 £ 24vs 133 £ 1.7 v3 1218 = 1.1, p = N§). LV
fragtional shortening (FS. %) was reduced in primary compared to familiat
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(298 + 102 vs 36.2 + B.5 v p - .05 The framsmmal flow velogity (TFV)
paflern was compatiblo with atinormal rolaxabon m most patients of the 3
Qroups {prmary: 16 (57%), farial: Ti (§4.7%), secondary. B (72%), p=
NS}. AV thickening was preson in 1246 4%) pakents with primary, 6 (35%,)
with famnhial and 1 {9%) with secondary A. RV dystunction was presert i
8 (28.6%), 2 (11.8%) and 0 patients respectively. Rapaat axamination ol
pationts with primary A ravealed datetioration of LV systolic function (FS =
236 « BB, p < 0.05 vs haseling) and increased fraquency of LV restnclion
In TRV profile (53.6% vy 25% at basaling, p < 0.05). '

Conclusions: Primary amyluidosis causes mor sevire eardiac involve:
mant than the familial or secondary types, Progrossion of primary amyloidosis

1% rapid and charaglanyed by deterinralion of both left ventricular diaatolic
ano systolic function.

1040-43| Echocardiographic Identification of Cardiac
Amyloidoyls Patienta Capable of Undergoing

Intenaive Trestment With Imtraverrous Melphatan
Therapy

LA Nendes, J.R. Reisinger, 3W. Dubrey, R, Comonzo. E. Vasburgh,
V. Bancharawala, M. LaVatioy, M. Snner, R.H. Falk. Boston Medical
Center. Boston, MA, t)SA

Backgrouna: Pimary amylgidosis (AL} is a protein doposition disease which
Cames a paor prognasis, especiatly inpalienta (pta) with cardiac invalvement.
Intravenaus melphalan (Vi) followed by aulologous slem cell ransplanta-
tion (s an aggrassive therapy which may produce dispase remission and
1Prove survival,

Methods and Results: To determing if pls with cardiae AL can be salety
reated with this thexapy, we stuied the echocardiograma of 64 congecutive
w5 undergoing IVM and measured sepral and pasteriar wall {PW) thickness.
LY end-diastolic diameter (LVEDD}, LV mass, and tractional shortening (F5),
Candiac AL, defined as wall thickness - 1.1 ¢m, was prasent i 30 patients.
After 6 months af follow-up, 15 pls {50%) with cardiac amyloit had died
compared 1o 5 pls (15%) without cardiac disease (p = 0.008). Of the 30 s
with cardiac AL, 9 died in the peri-therapy periad (=1 month) and 15 of the
remgining 21 prs werg alive at 6 months,

Survival = month (n = 9 Survnal -1 month (n = 21) p valug
Septuem (cm) 143022 130 013 por
P ferm) 138 016 126z 000 a0z
FS (%) 247 + 85 JA6: 113 004

There was no sigrificant difference between the two graups with respect
fo LVEDD or LV mass.

Conciusion: P15 with cardiac amylod should not all be excluded from
ntensive IVM since caretul echacantiographic evajuation prior to therapy
can identity pts at tngh nsk for pen-traatment marality.

1040-44 | Incidence of Oilated Cardinmyopathy and
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Background. Human Immunadetciency Virus (HIV) disease is increasingly
recagmized as an important ehiglogic lactor in Dilated Cardiomyopathy (DC).
Aim of the study was te assess the incdence of echocardiographically-
diagnosed DC over time in a large and selected population of HIV-positive
subjects. comelaling the morphologic and funclional parameters with Glinieal
ang virologic data.

Methods: Nine hundred and fifty two asymplomatic HIV-pegitive sublect
werg long-term toltowad-yp by clinical and achocardiographic exammations,
which were performed. respectively, every threa and six months. DC was
defined as the presence of dittuse laft ventricular hypokingsia (ejection frac-
1on - 45%) and lett ventneular dilatation (left ventricular end-diastolic valume
index ~80 mim?). The patients with echocandiographic diagnosis of DT un-
detwent endomyocardral bigpsy (EMB) for histologre, immunohisiologic and
virglagic examination.

Aesults: Duringthe folfow-up perad (60 + 5.3 months). echocardiograpme
diagnosis of DC was made in 76 patients (7.9%), with 4 mean incidence of
1.2 new casas/manth and 15.3 new ases/year. The relative nsk for develop-
mant of DC was greater in homosexuals patients. in those with a CD4+ cell
count <400/mm? and in thasa who received therapy with zdovudine. All pa-
tients with echocandiographic diagnosis of OC underwent EMB. Histological






