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# 2 FMD of the Aorta
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Roentographic Findings

other arteries affected

Sourse(year) Age/Sex Symptom Dortions) Histologic Findings by FMD
Fisher E.R. et al. 14y/M | flank pain segmental stenosis intimal fibroplasia right renal artery
(1952) morning headaches (cephalad to the orifice superior mesenteric artery
difficulty in reading of the superior celiac axis
fine print mesenteric artery)
Schimidt D.M. 7w/F | respiratory distress segmental stenosis intimal fibroplasia left renal artery
et al.(1965) (lower abdominal aorta) abdominal aortic branches
Hill L.D. et al. 79y/F | autopsy findings — Intimal fibroplasia iliac artery
(1965) (cartinoma of the femaral artery
ovary) left gastric artery
Riemenschneider 5d/F poor feeding marked tortuosity and medial hyperplasia superior mesenteric artery
T.A. et al.(1969) lethargy stenosis hepatic artery
(upper abdominal aorta) right renal artery
Ben-schshan M. 25y/F | hypertension se%mental stenosis intimal fibroplasia bil. renal arteries
et al.(1973) dizziness (abdominal aorta starting superial mesenteric
weakness above the renal artery) artery
Hata J. et al. 2y/F | generalized edema tubular stenosis medial hyperplasia bil. renal arteries
(1976) hypertension (lower thoracic and ceriac artery
abdominal aorta)
Connolly J.E. 38y/F | persistent leg ulcer segmental (napkin-ring) fibromuscular hyper- —
(1978) stenosis plasia
(abdominal aorta)
Bopp P. et al. 25y/F | pain in the abdomen segmdntal stenosis intimal fibroplasia bil. renal arteries
(1982) and in the lower (aortic isthmus just
extremities after beyond the left sub-
exertion clavian artery)
hypertension
Malloy D.S. 41y/M | exertional dyspnea | segmental stenosis intimal fibroplasia left internal carotid artery
et al.(1984) intermittent claudi- right coronary artery
cation (distal to the left superior mesenteric artery
chest discomfort subclavian artery)
Ours 7y/F | heart murmur segmental stenosis medial fibroplasia bil. carotid arteries ?
(1987) (aortic arch and
dissending aorta)
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#3 FMD o5

HANEERGFSHME 858 $25

Cleveland Clinic
(1958 ~1969)

Mayo Clinic
(1962~1969)

Combined : Cleveland
Clinic & Mayo Clinic
(1970)

(Idiopathic stenosis)
Intimal fibroplasia

Fibromuscular hyperplasia

Medial fibroplasia

with aneurysm(Mular fibrosis)
Subadventitial fibroplasia
Dissecting aneurysm

Intima
Intimal fibrous stenosis

Media

(Fibromuscular stenosis)

Fibromuscular dysplasia

(Focal, multiforcal, or tubular stenosis
with or without aneurysm)
Fibromuscular dysplasia with medial
thickening

Fibromuscular dysplasia with perimural
fibrosis

Fibromuscular dysplasia with dissecting
aneurysm

Adventitia
Periarterial fibrous stenoosis

Intimal fibroplasia

Fibromuscular dysplasia
(Focal, multiforcal, or tubular stenosis
with or without aneurysm)

Medial fibroplasia
Medial hyperplasia

Perimedial fibroplasia
Medial dissection

Periarterial fibroplasia
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A Case of Fibromuscular Dysplasia of Thoracic Descending Aorta

Mihoko Arikado, Tomohiro Ichimaru, Yuhei Hamasaki and Hakaru Tasaki
Department of Pediatrics, Saga Medical School
Takahiro Yamada
Department of Pathology, Saga Medical School

Stenosis of aorta except aortic isthmus is a rare anomaly in children. We have experienced 14
year-old girl with severe stenosis and kinking at the medial portion of thoracic descsending aorta. The
patient had hypertension of bilateral upper extremities. The difference of blood pressure between the
upper and lower extremities were noted. Graft replacement was performed after descection of the
stenotic lesion. Blood pressure of the upper extremities returned to normal range and the difference of
blood pressure between the upper and lower extremities disappeared ater the operation.

As histological findings, hyperplasia and thinness of aortic wall were coexisted. The portion that
aortic wall became thin, was distended and formed aneurhythms. Hyperplasia due to fibroplasia and
defects of medial membrane are specific findings the histology of as fibromuscular dysplasia-medial
fubroplasia type. Medial fibroplasia usually affects peripheral portions of muscular arteries suchy as
renal and cevical arteries, but not elastic arteries like thoracic aorta. In this case, the large elastic
artery was mainly affected. Stenosis and kinking of cervical arteries were also demonstrated by
angiographic examination. The histology of cervical arteries are not examined, however patho-
physiology of these lesions may be the same from the angiographic findings.
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