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Supravalvular Aortic Stenosis
Williams-Barrat-Boyes-Lowe syndrome
— A Case Report —

Jae Sung Lee, M.D.*, Ki Woo Shin, M.D.*, Soon Ho Choi, M.D.*

Supravalvular aortic stenosis was relatively uncommon form of congenital heart disease. This patient had

typical “elfin facies” with mental retardation, and supravalvular aortic stenosis. The diagnosis was confirmed

by pressure tracing obtained at retrograde left heart catheterization and aortography. The type of supravalvular

aortic stenosis was localized hourgless narrowing, which was treated by insertion of prosthetic gusset placed

across the area of narrowing under the cardiopulmonary bypass.
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Fig. 6. Typical “elfin facies”

rrow® 5ol o3 BEB=EAeH 1963 W= Williams
Zo) o)# A elfin facies, mental deficiency, supraval-

vular aortic stenosis & F#ol3 EERS s1sWo
o Bhck and Bonham - Carter = hypercalcemia 7} ©)

FERE slold FRER BEXYTE dotn BERSY
o5 K%Y WRIA Friedman® & Fif o @2

o] el DE FcAg o FHols —9 supraval-

vular aortic stenosis &+ dental anomaly & & K&+ A

€ ¥n 353 vExiDe 2 4HE FHelA o

EENE 448 5 Yotn 428 Garda'® T2
ol FEEMAN AEME HMES TEAE Fihsie
A& AL wAsg . /T Denie & Verheugt, Neu-

feld" &2 HEEHENZ 3713 &F @ true fibr-
ous membrane ¢ central orifice (10%) & hourglass na-
rrowing of the aorta(66%) ® diffuse narrowing of
entire aortic lumen(beginning just above the aortic si-
nuses and extending throughout the ascending aorta)(20
%) 2 SEstR et 1961d Perow'® of 23 HMBH
BfoZ4 714 2% Fol hourglass type -2 Valsalva
H LelA RS Bl 54 RRIEFERH S &
el RFTE AR s M KBRES BEKoE
ERE S el o 2ol Alkks 718 £ 4 A
vl & KEpEEARC] Ztisol A ATt £&0] ARE BA
A %-g 4% vk o] KWL EH WABERE &
Bo B4SY A etn BEREcl.  diffuse hypoplastic

Be RlEss B AR R@rslEe 2 X
BEARS YE A KBRS S EHEdT &%
€ dodle APo] Uch KBARBHRLLE oF 1/36]4
IEE=le] glz 259 XBESE: 2 5 U

Roberts'® of o]} XEBpERMHRSKS] kel HSH

fre] KEEE F3AY FE A2 (20%) FAFH 7
ARE Agocts st ABES EESAA T BER
BIES MLl WA ¥ B2 £0BRE
Ah BHE Yot 825 n BITRE o|F2 gl
2> ABL IEEY hEfFed 2#i4 FotA
4=d BRBE BLES & F5 Atk
ELE BREE £3] ¥ F A2 ALUE BEE FE
Stobed BHBpER o MEpERSRS] Bissel ©)3}c}, Bewren' @, "
Jones & Smith'® Sol oj3ld FEiE HEHR LR
;o 2353 g o} VSD, ASD, subaortic stenosis7} #8
46517 Qo) zelx o Z4£eo 2 pulmonary & ao- »
rtic valve stenosis, aortic valve Regurgitation, Coartt-

vl

ation of aorta, PDA, aortic aneurysm, hypoplastic de-" ‘
scending aorta, Carotid, renal, mesenteric arterial st-
enosis 7} 2 4 ol =8 Beurend BiLE $E
RS TN SERRAEL 2aes Driscoll'®F
429y i3g Fubeted 2afloh Char & Rowe'”
sl A A A BHEY TERRAELS dovt KBRS
b =E MEERSS 9 XBAES] hypoplasia Tt
Aed 2o

$AE % mEBo 24 Black 3 Bonham- Carter o &3}
= KBlA wilk formulac] BEESA vlERIDE F7}
o Bl #RiE hypercalcemia & FAY KBER
%S EeEl elfin facies > ERMH o Beuren =%
2 B LT BR FERA RAET vERIDE KA
Mg o) EEL BEWUE Hod'® & HRMI KB
B L3RS 7MY BEolA hypercalcemia & ERN
o] Coleman & Friedman- FiEE%ol WEfr e
2 DE HRE MRS BBNA THel hvpercalcemia
E obrl3iteEd BBl o RBMCE 4K FIER

ir e

— 618 —



Fyql Bi8e] ARPIA BRY ABEMLHB2 |4
DAE RRA

. Seelig” off k)4 ABIEEM EHRO] A= BEAA
C O wEHAY Yol MEDTE A BN, 2eEe
FHAR ADEELEHIS 22 dve AEe] BREE
Calciom hamenstasis o] 83 Fo & 23 Qlcdzn ¢
4 9lch FEIEHEYQ Calcium homeostasis 7} o@ 38
o @R WI%E s e DY BET YA Rk XH
#A BT mh FEAY AosHY Fiel AAE
7A<Bfcl o}, Hypercalcemia & w]ElRl Dol &  wEEd
FAY #HESLE @ abnormal sensitivity to the hyper—
calcemic effect of vitamin

D @ deranged inactivat-
ion and prolonged retension of vit-DE & 4 3o}
Wiltse®® 5ol 23} X%l hypercalcemia & abn-
ormal facies ¥ 91.2v} supravalvdlar aortic stenosis 7}
g= %7} 207] W Fol hypercalcemia 7} Supravalv-
ular aortic stenosis o Fejgches A a4 g7
o} go] et Carolyn MY 5ol ofsbd Supravalv-
ular aortic stenosis & 3708 YA 2 F @ non-
familial : associated with elfin facies, retarded ment-
and
hypercalcemia in irfancy @ familial : with similar

ality, dental deformity, other vascular lesions

cardiac and vascular lesions, but without mental retar-
dation or elfin facies @ nofamilial : sporadic type wit-
hout mental retardation or typical facies, but with si-
milar vascular lesions 02 #B¥ o REH RWs
anomaly 7} familial 9 = autosamal daminant 2 & o]
8o} 37}x] 2% Sex Predilection o) gt}

PA4H GdozH ABERELERT %2 AE BE
o] W4 BES EREC ob) A2A #fold HR
B ksl M@} o 43N R H
Rt mAEL A LRESE B Keane®® &
#£3 Supravalvular aortic stenosis 7} Q& R EL
o H = MEhtt oF BEW K& L RLE) VEUE @
o3 g,

BEy) FRo2M BRY AL Williamsel <& 7
T8 EENGY shiql By HREA elfin fa-
cies & B3 PEMHA S FHA =™ Jones
& Smithe 2 ¥#-2 high praninent forehead, epica-
nthal folds, underdeveloped bridge of nose and mandi -
ble, Overhanging upper lip, Strahismus, anamalies of
dentition © 2 7| &5t ARMAN Ao P R

T BEE YR TR AR KRS 94
84l ®lc}, Elfin facies 7} ¢l sporaclic & familial
Bl A e L BES 2o)3l gtov mikel okt Aol
7h A Rl Adzte] FohE Yo,

LRREEBDEA Aol A FAR B 22 SRkl
A /N grade ] ejection WKiEH MFo) 7}z aA
S8 2%% o 552 Hgshl WA dhrill
o] 84 suprasternal notcho4 &A= aortic clos-
ure sound 7} 3ot HE Fulel WEBERKSY F
£E BRse MARBBAIolA sdt ejection systolic
murmur £ £€ 4 Ut} French & Guntheroth?®, Go-
ldstein & Epstein* 5-& Coanda effect 2 S-wi=fn}
< BAERAA o ¥ BEMOE =8 Lo
4 2o} Aol v £k Jones & Smithol] ojhd
B FERNHE 22 v ABERLEESS
BEoX RERSYN, EBER OPFeEic EHoIA
o LEREEFRS ol A" EUBRAE B
A Fd volF =oiztol meta s BRI EH
2ok HERKY EES WHIE = HBEMRB S
AL W BLEIRAE 2dE F ELRIEX Wide
QRS-T angle in frontal plane, Strain pattern-2 ¥.9]
=,

Gaun®’ 5ol 23ty A% LHRWo) Yo Vect-
ocardiogram 4} maximal transverse QRS loop 7} Ri-
ght & Posteriorly 2 XHolE& BoF 3 #FHEHe] Post-
erobasal left Ventricular hypertrophy =& left po-
sterior hemiblock & uvld 3l d€ o}, Colenand 9
3ted infantile hypercalcemia 7} QI & B&E2l 90 %ol4
ol 4] standard & left chest lead ol 4] abnormal broad,
notched, and tall Twave & 2RF&d RIS &
FEEA 2FER AFHJASE RS ERYdnE
3l vt Williams fEfRE¥2] KEBIARME Lol ¥ o]We
FoAY Al E BREE R oo

BHBHRCoSAE Antina®® = WEXHLE Fxa
1% B Fu oAl 1/4~1/30)4 A Axe LR
BXE 2d5an sidd. E0Ee] 714 9 8E wol

fed] AEY XBESLEKSFC slov Y BBEX

BEHT BLERKXE 2ok, BEtE hourglass Bk
T ETAEES] BE ¥ FEE] WES BolH hyp
oplastie -2 Small aortic Knob £ X.qlt},

392 EIESRC]l Fitd HFolE BE ERS
2 ¥]ld,

— 619 —



31

32.

33.

34,

35.

98:782, 1966.

Varghese, P.., 1zukawa, T., and Rowe, R.D.: Supravalvular
aortic stenosis as part of rubella syndrome, with discus-
sion of pathogenesis. Br. Heart |, 31:59, 1969.
pansegrau, D.G,, Kioshos, J.M., Dumin, R.E., and Kroetz,
£.R.: Supravalvular aortic stenosis in adults. Am. /. Cardiol.,
31:635, 1973.

starr, A., Dotter, C., and Groswold, H.: Supravalvular aortic
stenosis: Diagnosis and treatment. J. Thorac. Cardiovasc.
Surg., 41:134, 1961.

Hara, M., Dugan, T., and Lincoln, B.: Supravalvular aortic
stenosis. Report of succesful excision and aortic re-
anastomosis. J. Thorac. Cardiovasc. Surg., 43:212, 1962.
Cooley, D.A,, Beall, A.C., Jr., Haliman, G.L., and Bricker,
D.L.: Obstructive lesions of the left ventricular outflow

36.

37

38.

39.

tract. Surgical treatment. Circulation, 31:612, 1965.
Cornell, W.P., Elkins, R.G., Criley, }JM,, and Sabiston, D.C.,
Ir.: Supravalvular aortic stenosis. J. Thorac. Cardiovasc.
Surg., 51:484, 1966.

Rastelli, G.B., McGoon, D.C., Ongley, P.A., Mankin, H.T.,
and Kirklin, J.W.: Surgical treatment of supravalvular aor-
tic stenosis. Report of 16 cases and review of the literature.
J. Thorac. Cardiovasc. Surg., 51:873, 1966.

Robicsek, F., Sanger, P.W., Dougherty, HK., and Saucer,
P.: Surgical treatment of hypoplasia of the ascending aor-
ta, Vasc. Surg., 4:1, 9170.

Weisz, D., Hartmann, A.F., Jr., and Waldon, C.S.: Results
of surgery for congenital supravalvular aortic stenosis. Am,
J. Cardiol., 37:73, 1976.

— 622 —



