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Intravenous immunoglobulin for severe gastrointestinal manifestation
of Henoch-Schénlein purpura refractory to corticosteroid therapy

Hye Ran Yang, M.D., Won Jung Choi, M.D., Jae Sung Ko, M.D. and Jeong Kee Seo, M.D.

Department of Pediatrics, College of Medicine, Seoul National University, Seoul, Korea

Purpose : Henoch-Schénlein purpura(HSP) is a systemic vasculitis involving small vessels of skin,
gastrointestinal(GI) tract and kidney. Digestive involvement of HSP can be serious with massive GI
bleeding, perforation, and intussusception. However, some patients do not respond to conventional
corticosteroid therapy. In this study, we investigated the efficacy of intravenous immunoglobulin
(IVIG) for serious digestive manifestations not responding to steroid.

Methods : From April 1999 to January 2005, 22 children diagnosed as HSP with severe GI symp-
toms were included. Initially, all patients were treated with intravenous methylprednisolone. IVIG 2
g/kg of body weight was infused in children refractory to steroid therapy. Clinical data were review-
ed retrospectively.

Results : Among 22 children, 12 children underwent IVIG therapy. The mean duration of corticoster-
oid therapy was 5.61%£4.9 days before IVIG therapy, and 11 of 12 patients experienced disappearance
of GI manifestations after the initiation of IVIG infusion. In one patient, IVIG was ineffective in
relieving abdominal pain, but melena subsided. Comparison of the duration of hospitalization between
IVIG group and corticosteroid group revealed no significant difference(12.8+7.6 days vs. 13.2%£7.8
days, P=0.777). But, the total duration of abdominal pain decreased in IVIG group although the dif-
ference between two groups was not significant(8.8+8.1 days vs. 14.8%16.9 days, P=0.306). Among
10 children treated with steroid only, 2 children were operated for bowel perforation and intussus-
ception. In contrast, there was no perforation in 12 children who underwent IVIG therapy.
Conclusion : IVIG could be the alternative therapy to corticosteroids in children with severe diges-
tive manifestations of HSP. (Korean ] Pediatr 2006;49:784-789)
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Fig. 1. Clinical response to treatment regimens in children
with severe gastromtestmal manifestations of Henoch-Schon-
lein purpura(’In one patient, IVIG was not effective in reliev-
ing abdominal pain initially, but melena subsided promptly).
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Fig. 2. Comparison of the duration of hospitalization between
corticosteroid group and IVIG group revealed no significant
difference(13.2+7.8 days vs. 12.8+7.6 days, P=0.777).
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Fig. 3. The total duration of abdominal pain decreased in
IVIG group though the difference between two groups was
not statistically significant(14.8+16.9 days vs. 88*8.1 days,
P=0.306).

b1

5

5T
il

ol

o

o

= T

W=

" < (protein- losmg enteropathy) BHks)
EO] 7= Fep,

pet > oo Rl r1r
Bty oo ox oF Ho
o
O>4

w2
av!
°
_\,'_,
Fﬂ
A
o\
oz
ol mlo
fol
[N
_(‘>L
> e
Il o
of
[N}
(@)}
X
=
R
r

-
g o
ok to
L g
i
2
10
=2

o
g My
X
rlr
o9
S
X
=2
o
1

oN
N

o
2 Y oy Ho X

i)

(o]

ooy 30 30 p
oo
39 o re @ flo
ol o g
2LE
N ol
N o
:‘i o o
il
=7 o
B
8 o
3 .
Oo an)
= w
Oﬁ v}
[o} rﬂ
. 5
ot =
_E >
= +
o, |
o Ee,
m o
ofN
o e
oy

3 o] F 29ellA 7H Fes Al ol
FHEL HSPIAME =84 %

78 715 (pneumoperitoneum) eyt B4 W A&
HSP 3ol A s F&o] 10% A=E AT w23 & 4
A Z(intestinal infarction) o]\t Zd =X Al

%o) Ago] 9 4 qnk.

N

=13
=

ﬂ

b HSP Aol A B2 o] FukE S Wi A7k
FEd FHId olE & dthe HeAS A dF Fu oA
@ 2 X85 HEatoor & Zlojuh

HSPY A& ¥Pu #d FAo F3Es F$ed S8
oY 55 2H 59 dFayel FH XNE2A e
Aol 7hssiAN B o s Tde]l YEhd 9

=7t 293t 4w H, anti-histamine AA|9} 2HZo|=



(corticosteroid) X=7F E45- F749] ¢hsle] wg-o] Hrh,
ZH RO EE WA AR BAE AT 3
A9l prostaglandin, leukotriene A4S A 3}A|
ke dAlske A8 ke Zlow dEA
2ol Jupit TS JAEY WASEE

gzt Aokl Ax X}“ﬂ’\}(dpoptosm)i s 5
ok 19509 o]l ® ZHEo]l=E HSP #obe] A mel A&
o] gtou} 94 Tl U HSP &olollA] g Zo|=9
aI ] daME AR e Fg5e] B gt
Ak Aol HSP ol A4l 2E|Rol= A g e 7
g BaAA HY ARE 95A7E d 23 dE e
RaE s Jep? dolel i A xERo|=E
GO ﬂ]% 1 kg%¥ 3+ 2 mg Fost=s dAH

&3}

n)
o
%, of

prednisolone
glom
o|F 2-3F AH A3 Fo BEFH

A& “Lo}‘hﬂoﬂ rﬂslw: o7 v Ex
2H Zo|= Foio AoH ﬂwﬂolb} id%ﬂ =43
HRo 7N EA=

o] HSP ﬂx}oﬂﬂ

Folol = &

m'l
o
ol
[
:L
f E o>'
O
o2,
o
1-01’
)
)
2
\"‘O
o
K
12
o
)
)
T
2

_O|L
&£ i
N
g m
iEE
n 2
I
™o
L
‘
i E
> =2
A
= [m
o et
H >
fu =
[
(LA
?;JL i
_' 50 ot o
to 2
FE oy
o & do
by o
y, =
i
— o ux

b3
o
o o MU e

48z 229 % 127 (54 5%01%1 2HREOE 3
Sl g3t glol FUHARl ARE 3
7(9.1%) A BHHS glo] rid%, 423 0]
Feg Al wgtonn Az

Beo FiaE HSP A

%
N zERoE Anwont FEA

o
o
ol\

o

e,
to
it
o
R
o
- =
iu)
R oo T2

1) A xﬂﬁmoi HuE v ¥ Dapsone(diamino-
diphenylsulfone)o]‘/‘r thalidomide 5°] o1} ZoldA= 49
o] glo] #8377} oyt o] Qo] xEEo|e whg-shA] &
= A% E—r 0”4 Az g8 AFska = Ve £dE
o o 2 IVIGO Fe7k EH A dHe
ilmﬂvJ x“% = ]%01]*1 B P

e}

O
IVIGE ¢4 d9Z2y dx ofe] Wdstea FHHs}t
A AEEn = AAFZA L IVIGE vt 7de] wdz4d
F?Himmunomodulatory effect)E Ho]7] w&o?” oA o

2 594 daafdaad ANtE 7MekAb7l¥ I antineutrophil
cytoplasmic antibody(ANCA) 44 39 59 o7 Aty
APSo|A tdatn gIHoz ALgHo] g

IVIGY] #ZH& 714 Fe F&A0 U3k Adx4d »A 2 »

Korean ] Pediatr : A1 49 ¥ #|7 & 2006\

o

E7}

N
=

o]

=

g9 Asl, B Axe S5 2 Rl dig
4 9t} IVIGE X2st: A 39 Asle] yx
Zrepalz 8ol o, @A T el IVIG T4
T AES duste b &2 gl gFE Ak
Ao A=l AAE IVIG AEE HE3tn
7} deigtom wE 257} §EE7|E AN &~
3HEEA] 2 ANCA ¥4 3 HSP Aol
7 & olkE Bart o] Az AV} F

Moo o
B
oo

|
Oy i
rlr = 01>L eI

2}
H 2o =0
A IVIG A=
1=t

=

~
l:
a
=}

el wy vjde] Wats] whelA dAE ergkon)
Az 1gG ol (53], IgGDY A, WA
x| EH?% 34 (anti-endothelical cell antibody)] *—XH 9
Eo] HSPx= w7149 ool og "o oA 1
2135:1 te WSS A w AR IVIG A= &34
2 710 5

HSPelA 9] IVIG FolE A1 ¥ £ 4478 SAE Ho
9ol Hgd = Jdrh HSP AWZolA IVIG AHgol thd

THES APEY, ~HZEE X5 WA ¥ HSP 4l
9 FAelA g IVIG AHE Algste] dllnrt $AE)
ths Bavh glow® 259 HSP AW S 3ol A IVIG Fol
F el Al Fo] IAFATHE A7 ARrE maw bk 9l
7)€ AFZo| WEEkx] ¥ HSP AHZET 3hxpo] Aol
IVIG7 Bgo] 9 & & Aoz oA

ShAIRE wkde] HSP AW 2 #xlolA IVIGE A 2

38 A71%Fe] ofstE AW oyt ®ag w) 9l£f424' P A
AdelA el IVIG &l W Orbach 579 =l
HSP 21¥ZolA IVIG A5E Ad3 Fol=
3t 7hsAdol A7IE IVIG TR o5 AR Al138S(os-
motic nephrosis) 2.2 QI8 H4 AEHE TAT =
2 o7 HSP AWZFelAe] IVIG Fod disiAe
A&o] WA & Aelolct olo ubg} A% W, 53
7% AstE Heole HSP Al e IVIG Fo &
A ZFstefof & o},
olof nls HSP

ol\
o>

ol djal IVIGE Folstdd 43

a2

i
ey

=

©

AFsla THES HSP #AolA IVIG FoE
e w WoE FAgel aRHoR A YW FAS
AN7)E Aoz wustn 9k 19939 Heldrich 572 43
54 438 HSPE A 54 ooloM xEHReo|l= X3
A B3t ol AtE wkEEkAl IVIG 16 g/kgs Eoi

=
] o
AL B2 FE BAGS Hol: JOJ el A A *W
EutEo] IVIGE 2 g/kg® Tzl 4347 3
At A A=A ¥ om Ruellan 57&
A A FAE Bole 194 SAbelA 48417 Tt TVIG
g A F43 I4H worta a9k &3

Lamireau 5°-& 104 olol 4 HSPel sl 24

sHe

- 7187 -



o
@
5
15
[e]
=
w
o
=
o
=
o,
5
>
=
of\
2
R
ox

AEE ANEPSAE Brsin 553 o] oty wHA HAF
Aol FHE I thA] HEy BEY ¥Woz AUste] Axole

=
o

Jz 'L
R

N o ¥
of
1o

>
%A

dooroox o
O

<)
(=)
S

g/kg

=

148+16.949 Al IVIG T2 H 88+81YUE #obA

IVIGS] Foi7t B4 WS wol= HSPY A AIE &35
= dolE Ego] He Aoz oA
uheba] A 91k JRle]l gl HSP #hope] HRSide] 7]

£ AHZO= =
shd wol& oy WAl
T AL Aot}

AR, TVIG AHA7E 317ke] opA|o|m o} A7k HSPe| &4
el e AbE Aol WA 7] wiinel elA Al A
FoHAl A-gstedok b, & olo] gk A &A1 A F
g Fo0 R AgAXI

=

i 19

=
o

o

X

o 12
-z
(ot
N
rr
(@]
[}
.
(@)
o
2
@
=
g L L
Lo o
> e 2o
o 2
2
>
Lo,
il
N D

54 gt A9t Ak AdEe
=]

ak$-31%] k= HSP

stolol A IVIG A

29 avE dolr A 39k

gb 1999\ 4€5E 20051 1974 Aze o1
o2 9JIg 2% HSP $olE9 FV|5S ZAIAL o]
£ R5olA AS49 methylprednisolone(2 mg/kg)S AH Fo
sl o AE|Rol= X 8o WHgo] glE dolES tAow 3
ol IVIG(2 g/kg)S& Folatirh

A op: g g 289 55 ol wvkd Ad g
/48 UERA 2299 FoNA® :2.3-154, 4 M:F=12:10)
Foll 127e] 2HZEE ARE EFali Fdol TR &
o} &7 IVIG AEE Utk IVIG F° 4, methylpredniso-

i

ofy

Fol 717k 56+49U01en 124
Atelell 47 Fdel
o AR o}
2AFAJY IVIGE Folure gkol53} corticosteroid
Folure gholExtel] JArIzre] Aole flATh(12.8+7.6Y
vs. 132178%, P=0.777). B%F°] A&HAW F7I1ZH IVIG
Folqto]l #gkoyt EAdemE fHoshA &Urhel+81Y
vs. 14.8%16.9%, P=0.306). Methylprednisolone %A HS:
GEo R AEHE 10% F 2W(20%)S FHFOR 58S
O, IVIG Folt 129elA = el A3 dAstA
A 2 e 9l HSP $holeo] &
Fo] AHRO|E X

% 4 velgny

lone JWFALe]
1A IVIG 5o F 1A17FelA 54
SALAY YA 18 VIG Zo| L HEo
g
(e}

Jl

uf

O
©H

7ol 7

[HC]

References

1) Rostoker G. Schénlein-Henoch Purpura in children and
adults. BioDrugs 2001;15:99-138.

2) Aries PM, Hellmich B, Gross WL. Intravenous immunoglo-
bulin therapy in vasculitis : speculation or evidence? Clin
Rev Allergy Immunol 2005;29:237-46.

3) Heldrich FJ, Minkin S, Gatdula CL. Intravenous immuno-
globulin in Henoch-Schénlein purpura:a case study. Md
Med ] 1993;42:577-9.

4) Hamidou MA, Pottier MA, Dupas B. Intravenous immu-
noglobulin in Henoch-Schénlein purpura. Ann Intern Med
1996;125:1013-4.

5) Ruellan A, Khatibi M, Staub T, Martin T, Storck D,
Christmann D. Rheumatoic purpura and intravenous immu-
noglobulins. Rev Med Interne 1997;18:727-9.

6) Lamireau T, Rebouissoux L, Hehunstre JP. Intravenous im-
munoglobulin therapy for severe digestive manifestations of
Henoch-Schoénlein purpura. Acta Paediatr 2001;90:1081-2.

7) Kim YO, Lee CY. IV-gamma globulin therapy for severe
abdominal pain refractory to steroid therapy. ] Korean So-
ciety Pediatr Nephrol 1997;1:176-8.

8) Mills JA, Michel BA, Bloch DA, Calabrese LH, Hunder
GG, Arend WP, et al. The American College of Rheuma-
tology 1990 criteria for the classification of Henoch-Schon-
lein purpura. Arthritis Rheum 1990;33:1114-21.

9) Michel BA, Hunder GG, Bloch DA, Calabrese LH. Hyper-
sensitivity  vasculitis and Henoch-Schonlein purpura: a
comparison between the 2 disorders. ] Rheumatol 1992;19:
721-8.

10) Feldt R, Stickler G. The gastro-intestinal manifestations of
anaphylactoid purpura in children. Staff Meetings of the
Mayo Clinic 1962;37:465-73.

11) Saulsbury F. Henoch-Schénlein purpura in children. Medi-
cine 1999;78:395-409.

12) Lin SJ, Chao HC, Huang JL. Gastrointestinal involvement
as the initial manifestation in children with Henoch-Schon-
lein purpura- Clinical analysis of 27 cases. Acta Paediatr
Sin 1998;39:186-90.

13) Choong CK, Beasley SW. Intraabdominal manifestations of

- 788 -



Henoch-schonlein purpura. ] Pediatr Child Health 1998;34:
405-9.
14) Diaz C. Schénlein-Henoch purpura and pancreatitis. Dig
Dis Sci 1995;40:750-1.
15) Cho CS, Min JK, Park SH, Yang HI, Lee SH, Choi Y], et
al. Protein losing enteropathy associated with Henoch-
Schoénlein purpura in a patient with rheumatoid arthritis.
Scand ] Rheumatol 1996;25:334-6.
Cull D, Rosario V, Lally K, Ratner I, Mahour GH. Surgical
implications of Henoch-Schonlein purpura. ] Pediatr Surg
1990;25:741-3
Haroon M. should children with Henoch-Schoénlein purpura
and abdominal pain be treated with steroids? Arch Dis
Child 2005;90:1196-8.
Rosenblum N, Winter H. Steroid effects on the course of
abdominal pain in children with Henoch-Schénlein purpura.
Pediatrics 1987;79:1018-21.
Szer 1. Henoch-Schénlein purpura when and how to treat.
J Rheumatol 1996;23:1661-5.
Dwyer JM. Manipulating the immune system with immuno-
globulins. N Engl J] Med 1992;326:107-14.

16

N

17

-

18

N

19

=

20

=

Korean ] Pediatr : A1 49 ¥ #|7 & 2006\

21) Berkman SA, Lee ML, Gale RP. Clinical uses of intrave-
nous immunoglobulins. Ann Intern Med 1990;112:278-89.
22) Kusuda A, Migita K, Tsuboi M, Degawa M, Matsuoka N,
Tominaga M, et al. Successful treatment of adult onset
Henoch-Schonlein purpura nephritis with high dose immu-
noglobulins. Int Med 1999;38:376-9.
Rostoker G, Desvaux-Belghiti D, Pilatte Y, Petit-Phar M,
Philippon C, Deforges L, et al. High-dose immunoglobulin
therapy for severe IgA nephropathy and Henoch-Schonlein
purpura. Ann Intern Med 1994;120:476-84.
Villarreal IR, Ortega O, Vigil A, Gallar P, Oliet A, Garcia—
Rubiales A, et al. Henoch-Schonlein nephritis. Adverse ef-
fect of treatment with intravenous immunoglobulin. Nephrol
Dial Transplant 1999;14:795-7.
Blanco R, Gonzalez-Gay MA, Ibanez D, Sanchez-Andrade
A, Gonzalez-Vela C. Paradoxical and persistent renal im-
pairment in Henoch-Schénlein purpura after high-dose im-
munoglobulin therapy. Nephron 1997;76:247-8.
Orbach H, Tishler M, Shoenfeld Y. Intravenous immuno-
globulin and the kidney-a two-edged sword. Semin Arthri-
tis Rheum 2004;34:593-601.

23

=

24

=z

25

N

26

N

- 789 -



