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A Case of Autoimmune Enteropathy Treated
with Corticosteroid and FK506

Mee Jeong Lee, M.D., Nu Lee Jun, M.D., Bo Hwa Choi, M.D.
Sung-Hye Park, MD.' and Kyung Mo Kim, M.D.

Departments of Pediatrics and 1Diagnostic Pathology, University of Ulsan
College of Medicine, Asan Medical Center, Seoul, Korea

Autoimmune enteropathy is a rare chronic diarrheal disease of infancy. Clinicopathologically, this
entity is characterized by chronic secretory diarrhea, villous atrophy with crypt hypoplasia of a small
intestine and/or associated autoimmune disorders, and absence of severe immunodeficiency. For the
confirmation of diagnosis, antienterocyte autoantibody should be delineated. The treatment of choice

of this disorder is immunosuppression.

We has been experienced a case of autoimmune enteropathy without autoimmune disorders in a
10-month-old male infant. He developed protracted diarrhea from 5 months of his age and has been
appeared to be failure to thrive. Antienterocyte autoantibody was demonstrated by immunohisto-
chemistry and western blotting. He was successfully treated with corticosteroid and FK506.
This is the first case report of autoimmune enteropathy without autoimmune disorders in Korea.
(J Korean Pediatr Gastroenterol Nutr 2000; 3: 199~ 205)
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g9 Ao FEH o) Ao, T AR
o, Avhe Bugn. B AR oA egtou
Wao] o Yom, g AAsA ge 7
Y2 Fo7k ATk FE RFHoE 93
93, £Fe ARFAT. Aee FHHl,
e 594 gtk BrE REdy B35 9l
R, 1, WS WAAA Rkeh A7 Gl
$ERES BIA gtk A% AYzIe F
250 g9l

115 gdL, W&
FE 12,400 /mm’, EAAFE 741,000 /mm’, Z
/R Yl 7.6/3.8 g/dL, BUN/Creatinine 10/0.2 mg/
dL, AST/ALT 41/18 TU/L, @3 91 mg/dLo| 3}
IgG 1920 mg/dL (§7d™ 9 172~1069), IgA 163
mg/dL (BAE Y 11~106), IgM 58.4 mg/dL (4
¢ 41 ~173), IgE 2763 TU/mL (8748 % 0~230)

19k, 22 AAA S22} 520 fmm’e.
2 37ME AAg Btk

A2 % Zok 4 Al f gezr= A
D] WA BHE HoluA HAl S &
Zatg ot whgo] gllom FEFe] HALE
2 600~700 mL¥ &%tk TORCHZAL, VDRL,
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Nitroblue tetrazolium test (NBT)+= o] AL, THA]
A3 W75 AANE IgE7} 5,553 mg/dL (B4
9] 0~230), IgG 1,930 mg/dL (B/3H$ 172~1,069),
IgA 150 mg/dL (87E 9 11~106)Z Z7159 3
Ao}, IgME 834 mgdL (BAES] 41~173)2
B4aAs Bt & d3A, & v EZ=otd

18.5 U/mL
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Fig. 1. Photomicroscopic findings of duodenal mucosal biopsy in a child with autoimmune enteropathy. (A) Pretreat-
ment duodenal biopsy showing severe villous atrophy with crypt hypoplasia, increased intraepithelial lymphocytes
and neutrophils, and marked lymphoid cell infiltration in lamina propria. Most of infiltrate composed both of T-cells
and B-cells demonstrated by immunohistochemical staining. (B) Posttreatment after 3 months of treatment follow-up
biopsy of the duodenum demenstrates an imporvement of villous atrophy and a decreased number of inflammatory

cells within lamina propria.
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Fig. 2. Response of diarrhea and body weight to methylprednisolone and FK506 treatment during

hospitalization at 10 months of age in a boy with autoimmune enteropathy.
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7] AAekaL, AAargd Ao Wshrt #EE o
HEZHEUEES TS A 35 T5EH AALE
o] 3}F 250 mLE 7HAstal AFo] 7187 A1F
AL (Fig. 2), B3 FIHY 30%E BTIS
(842]; Neocate) &2 A7} 71534 HAT} X
SE AAEEA, X8 s Al 3 A2
A HA}E Western blotol| A A, W ZZ 3 stz
At A= 1gG-F FAEGA O %, 1gA-F A
EPAE ofvist A2 F4Q AA7E oA (Fig.
3, 4) A7tA9Y Aoz AT 4 QITh

Al 118 YK H tacrolimus (FK 506)2 1247+ 3¢

© 2 3 mg (0.86 mgkg/day)®¥ E-&3}7] A% 3}
o %2 ¥EE 6~10 ngmLE FA4Th A
R1HYd e FANILES B, 922 55
Ef(Neocate) S HF L2 A 2]olqt &17] Al2}ts}
3, A 130 Al Alsg WA 7 AR A
el delo] o] At SR
Zo] T AHE 270 HYUH(Fig. 1B). Al 138 ¥
dolv HEZH=YESENAN AT T =Y<E
(7.5 mg bid) 22 AE3A. AFS7H7E & A
5o, EaﬂEqi«l Fo@d HAHOE HAA
AX ZHE=EYES 5 mg qodE FHAIF L, FK
506> 5 %:1::_9]' HAGLo] HAtES BEsHHA
2eFat7] Ak A 180 M Aol H Qs

A, 107187 e FHRF Fo ZeH=yE
£ 25 mg qodZ ZHEsPAL, FK 5062 1.5 mg
qd.2 ZEste] Fosta glomn, FK 5069 # A
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Fig. 3. Western blot of mucosal antigen (arrow) with
molecular weight of approximately 55 kd reacted with
antibody in the patient's serum. Lane A (negative
control, from normal subject) did not stain. Lane B
(positive control, from AIE patient) and Lane C (patient
serum before treatment, 10 months of age) have
staining (performed by Harland Winter, MD, Pediatric
Gl Unit, Massachusetts General Hostpital).

Fig. 4. Demostration of presence of antienterocyte antibody by immunohistochemistry in the patient’'s serum. Anti-
bodies to the enterocyte brush border and cytoplasm were documented in the patient's serum (C). A: posirive control,
B: negative control (performed by Harland Winter, MD, Pediatric GI Unit, Massachusetts General Hostpital).
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