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Improved Gastrointestinal Involvement in Systemic Sclerosis

after Imnmunoglobulin Treatment
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Systemic sclerosis is an intractable clinical subset characterized by diffuse fibrosis, vasculopathy, and immune abnormalities.

Diffuse cutaneous systemic sclerosis has a variety of symptoms depending on the internal organs involved, such as the lungs, heart,
kidneys, and gastrointestinal system. Gastrointestinal involvement is frequent and one of the major cause of morbidity and
mortality. There is no sustained, effective therapy for treating the active gastrointestinal involvement of systemic sclerosis.

Although immunoglobulin is commonly used in the treatment of other autoimmune diseases, its effects in the treatment of the gas-

trointestinal involvement in systemic sclerosis are unclear. Here, we report a patient with a severe cough caused by uncontrolled
gastrointestinal involvement in diffuse cutaneous systemic sclerosis treated with immunoglobulin. (Korean J Med 2017;92:213-218)
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Figure 1. (A,B) There is a fibrotic contracture of the frenulum lin-

guae and much abnormal pigmentation on the anterior chest wall
with diffuse fibrosis. (C) The patient has contracted band-like
fibrosis of the forearm. (D) A dystrophic ulcer on the third finger.
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Figure 2. (A) High-resolution computed tomography shows dif-
fuse subpleural ground glass attenuation with reticulation and
traction bronchiolectasis predominating in the peripheral and
lower lungs. (B) Luminal dilatation of the distal esophagus
(arrows).
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Reflux Study Summary
Acid Exposure (pH) Upright Recumbent Total
i Normal ~ Recumbent Normal  Total Normal
# of Episodes Channel 7 11 3 14
Percent Time Clearance pH 3.0% (<1.5) 0.5% (<0.5) 23% (<13)
Longest Episode Clearance pH ~ 16.2 min 56.8 sec 16.2 min
Percent Time Gastric pH 40.4% 99.6% 54.9%
DeMeester Composite Score (normalized for 24 hours) 8.1 (Normal < 14.7)
Reflux Activity (Impedance) Upright Recumbent Total
Upright Normal Recumbent Normal Total Normal
Median Bolus Clearance Time 36 sec 13 sec 35sec
Longest Episode 4.2 min 2.4 min 4.2 min
All Reflux Distal Episodes 30 3 33 (<48)
All Reflux Proximal Episodes 14 1 15
Symptom Correlation to Reflux (Impedance)
Acid Weakly Acidic ~ Weakly Alkaline All Reflux Symptom
Symptom Occurrences Related Related Related Related Index
ugh 48 9 20 0 29 60%
leartburn 1 0 0 0 0 0%
NOTE: Please refer to expanded report for study details.

Figure 3. On 24-hour pH monitoring, the patient’s acid exposure
time was 2.3% (reference range < 1.3%). In conformance testing
of acid reflux and symptoms, reflux associated with cough was
seen in 29 out of 48 cases (60%) and reflux associated with
heartburn was seen in 0 out of 1 case (0%).

{mean of 10 swallows) Resting Prossure Profile & Anatomy
- Basal Pressures*
- iratory mi 86 (4.8-32.0)
LE: mean(mm! 14.7 (13-43)
\UES mean(mmbig) 80.4 (34-104)
= Anatomy*
= 423
e LES proximal(cm) 39.9
LES length(cm) 45(27-4.8)
= Hiatal hernia No
Wotiifty Residual Pressures
ES percent 59 LES (meanimmHa) 84(<150)
wave ampiitude(mmHg) 62.5 (43-152) LES (highest)X(mmkg)
jave dur. @ LES -3.0 & 7.0(s) 5.0(2.7-5.4) UES (mean)mmHg) |3<<120)
Onsel yel. (LES -11.0 to -3 0)cmys) 29(286.3)
Percent peristaltic(%) 20
Percent failed(%) (0%)
tal contr. integral(mmHg-cm-s) 989.4 (500-5000)
Intrabolys P (@LESR) mmbia) 4.5(<8.4)
intrabolus P (avg max{mmHa) 13.0(<17.0)
incomplete bolus clearance(%) o
Bolus transit lime(s) 100

Figure 4. On high-resolution esophageal manometry, the basal
pressure was 80.4 (reference 34-104) mmHg at the upper esoph-
ageal sphincter, and 14.7 (reference 13-43.0) mmHg at the lower
esophageal sphincter. The residual pressure was 1.3 (reference <
12.0) mmHg at the upper esophageal sphincter and 6.4
(reference < 15.0) mmHg at the lower esophageal sphincter. In
the esophagus movement test, the patient scored 20% (reference
value < 10%) for normal spontaneous movement of the esoph-
agus and 60% (reference value 0%) for movement failure.

AJsFAT) dhy BlE s 0F(AE HhlEkA] ok, 1-(1AY
of 18] osh), 27 (17h el 2-43)), 3 (1L 13]), 475(vH
Do, FTrEe 08D, 1HHET 4x), 28t A
), 3T Am), 4- S AT AR)e® el &
6714 = M% A AR B, 71 B BASE &

e, et T, olmen 542 doch 4

- 215 -



— e etE] A A 92 W A2 T A 675 % 2017 -

A AR e A BRRSE & 4879 158019, of
FolA SIAE RS Mok ST, 4F AREA FEL

& 1649 350]3t

X2 ¥ dutk A= 6WRE oheFet WA AIAI9}F F5 =
8o SHRo|E B8 35 37} mRSS 4302
o A8, AAEBHS Al ot oz gt ¢
A AFe AU FAF A= Etekal o= QI
7170] i 55 Sdo] A4 vk 2EEA] ghot WoE
2E5Y £ 5 AR5 WSR2 EUL T ASked
2 g R 135 oF 110 g& F 3Y0l dA Wro] Fofsigle
o, oF 465 tA o7 F 53|15 Folaiyltt. SR AA=E A
ojEL AT TP tysEOR 171Y7F 20 mg B85

43} 75 FATE AR HALEZEFO] E(a selective
5-HT4 agonist) 10 mg, 53] =(dopamine antagonist) 30 mg
1} of| A Z 2} (proton pump inhibitor) 20 mg2> E U
A Hg Fo|glr). B 2417 AL HAN} T
A% ek AALE AR BApebo] S 30 mgo R S0
SR DECE PO ESE TRk A DN
T19](a parasympathomimetic & a reversible cholinesterase in-
hibitor) 180 mgi} U =}3Z 2} (proton pump inhibitor) 20 mg o
= s

WelgaEd N2 AR A 1Y B 5 Aw et
A BAZAN & 43T 150N SYOR BAH 27
Hglon], o] FoA PAE AFE NISHE S, 4 o
REH FRE F 1699 30014 0802 B A0S 1Y

Table 1. Results of the gastrointestinal tract questionare
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Before IVIG treatment After IVIG treatment

Frequency” Severity” Frequency” Severity”
Heartburn 0 0 0 0
Regurgitation 2 1 0 0
Epigastric pain 2 2 0 0
Dyspepsia 3 1 1 1
Nausea, vomiting 2 2 0 0
Feeling of irritation 0 0 2 1
Total (maximum: 48) 15

IVIG, intravenous immunoglobulin.

*0, none; 1, once a month or less; 2, 2-4 times a month; 3, more than once a week; 4, almost daily.

bO, nothing; 1, mild; 2, moderate; 3, severe; 4, extremely severe.
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