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Table 1,
Syndrome

Laboratory Studies in the Case with CREST

Hematology
Hematocrit
ESR
wBC
Urinalysis
Chemistry
BUN
Ca
P
Alkaline phosphatase
Immunoglobulin
LE cell
RA factor
ASO
VDRL
TPHA
FANA
Anti—centromere
Scl-70
Sm

45.8%

11 mm/hr
6600/cu mm
WNL

17.9 mg/dl
9.7 mEq/L
5.0 mEq/L
3.7 KA/

normal

negatjve
negative

400 {U/ml

reactive

negative

positive (discrete speckled)

negative

negative

negative

Fig. 1. Note the numerous the telangiectases over
the chin and the cheeks. The facial skin was
dry and wrinkled.

Fig. 2. Skin over the hands was tight and somewhat
atrophic. Atrophy of the tips and ulcerations
of fingers were present.

FAF DAY Yol e ¥S

AE ekl e AAY 43142kl

(Fig. 3).

Fig. 3. Both hands AP showing sclerodactyly at
distal tuft and thinning of soft tissue in the
fingers. The small nodular calcifications
were noted at distal tuft and DIP of thumb.

W e S¥elE clvmael 43yze] Y
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4= glsloH(Fig. 4). Borh

AlE HHAIH 23 o FA Asdes g Axas ALg Al A ARAL weto} dry swallows S-ukgl
-2 chubfolat ‘€£ gEr A= el Fukslm gl
ol =} (Fig. 5).

Mz HYHAL 2 s A R ok o] Al 42em
-43cmiE 2cmir)olv, slow pull through® 23 ¢

A ekt o2 39t 9.4mmHgs A3 23t
el Qlolch Almal o %5 dry swallow 4|9

wet swallowA] 2 5ol 4 g}3 38t 9 A55 Al

Fig. 4. Esophagogram showing no evidence of Fig. 5. Gastrofiberscope showing reflux esophagitis
mucosal destruction and stricture. Gastroeso- with multiple linear erosions and sliding
phageal junction showing mild sliding hernia. hernia.

Ty e,
RS R :

STOMACH LES ESQPHAGUS

station pull through

Fig. 6. Esophageal manometry showing low LES pressure.
*GBL: Gastric Base Line
*PIP: Pressure Invesrsion Point
*LES: Lower Esophageal Sphincter
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Table 2. Wet swallow A& A5 4% HtAA 427

Slope (mmHg/sec) Propagation (sec)

LES 4w Amplitude (mmHg)
i8cm 10.2 — 24.4 (13.3) 4.1 —10.4 (6.9) 0
13 cm 7.0 - 18.8 (14.1) 2.3 —12.6 (4.8) 0~ 5.4(3.8)
8 cm 63— 153( 8.6) 1.8~ 6.5(3.2) 0 - 5.9(3.3)
3cm 7.1 — 261 ( 9.4) 1.4~ 3.6(2.3) 0-11.4(4.9)

(3 g,

Channel 2
Swallow

SW.
scale=50.0

Channel 3
Pressure
mmHg
scale=10.0

Channel 4
Pressure
mmHg
scale=10.0

Channel 5
Pressure

mmH?
scale=10.0

speed: Channel 6
i 1 Pressure
mmHg
| /s scale=10.0
scale:
|5 sec

Fig. 7. Esophageal manometry showing poor propagation and low amplitude of body.

*D: dry swallow W: wet swallow

SZ&gbo] ot e o o} Zube] FHe] YA A%
ov] E3 AR 9 oL 9.4mmHgE i $3t
o}, Wet swallows] A 229 dA%2 =7 $&
nontransmitted wavez} 30%el4 FAs UL +F9
2] 4% 7} 25 cm/sece] 44l simultaneous contraction
& A oA 55%0l4 BaE| i} (Table 2, Fig. 6,

7.

UAIZE AEAE B AASFY Sl Ade 4
el A 168], orobsiold 153 fleom 5%ol4 A&
A F9) B4 A odE AelolA 53 otobsiellA 4
slo]gich 9wl pH7H 40131l A$E A Ut AeielAl
1942 o}ebsjoll 4] 281%-c2 A HHl pH7L 40]31]
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A7 47580121 c}H(Fig. 9), XE YUY F B ASshed 282y o
HBE 27 244 vy o] A elqir), Lat58 343l CREST 3349 x5Exow
HERD 2 | o Fgae] v R} 9l colchicine®} prednisoned $oddlg i H, &g abct

MY 23 Ygols Feld AAY A Aot HAA AYHSE DAY FAEY 5T AE
o2 dfzAe Asistd P8 ¥ 4 Uodch(Fig. 81 Zok gtdo] 6.1 mmHg o4 11.2 mmHg2 o
8). 7 Frbstg ot AR gk 9l oy $EH3 5

Fig. 8. Photomicrograph of right shin skin biopsy illustrating
subcutaneous calcification, consistent with calcinosis cutis
(H & E, x200).

Channel 1l=pH {pH)

Channel 2=pH (pH) e

Supine=S—— — MealsM ——  PostP=P -~
HrtBrn=H ChPain=C
Mp oo S Mpeveerennen Mp oo S
i
pH
8.., ,,,,, -
X s}
, o , . , S dbi
7., ‘ ’ Ny
6 pru ; LA
T Piig PR bR
R IR nem , « " . L J T !
B+ t- ®F L I R R "t"‘,’l‘ R [ R EEEEE || I TSR L LI TSN
APy P R e\l f , T !
IR RN LEEER L L LIEUIILY XT i
LR WTTE CATHIMEL IR N TRV <
' e AR RN 1 "1 VI T B AR A [
PEPWREN e oy et 1 | W
n 1E U A toua T oA i T
L S AR SR 4 A
. ; Tl (Y LY Wt 'kt
: . n W 1] . [ 2 W T Wi
L ! vy m'.u..;-\\u': L YY) Y wery ]
1 ' | o B P T o i
10:00 14:00 18:00 22:00 02:00 06:00
Time
Fig. 9. Ambulatory 24 Hour esophageal pH monitor showing reflux during supine
position.
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= Abstract —

A Case of CREST Syndrome: Typical Skin
Manifestations and Manometry Findings

Soo Heon Park, M.D., Myung Gyu Choi, M.D.
Jin Mo Yang, M.D., Jae Kwang Kim, M.D.
In Sik Jung, M.D., Gyu Weon Jung, M.D.
Hee Sik Sun, M.D. and Boo Sung Kim, M.D.

Department of Iniernal, Medicine,
Catholic University Medical College, Seoul, Korea

CREST syndroem is rare and a varient of scleroderma
characterized by dermal and subcutaneous calcinosis,
Raynaud phenomenon, esophageal dysmotility, scler-
odactyly and telangiectasia.

Recently we experienced a case of CREST syndrome
with esophageal
manometry.

motility disorder comfirmed by
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A 68-year-old woman had complained of dysphagia
for 7 years, and she had sclerodactyly, telangiectasia,
and Raynaud’s phenomenon. The chest X-ray and upper
G-I series were normal, but linear erythema and erosions
were found at the lower exophagus, and a sliding hernia
was recognized in endoscopic examination. Skin biopsy
revealed calcification fibrosis at the skin of the knee
joint, Esophageal manometry shows decresed eso-
phageal propagation motility and lower esophageal
sphincter pressure. We present a case of CREST
syndrome with a review of the literature.

Key Words: CREST syndrome, Esophageal mano-
metry, 24 esophageal pH monitor
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