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Abstract

Autoimmune enteropathy (AIE) is a very rare
clinical entity primarily reported in infancy. In
recent years, adult involvement has also been
documented. Intractable diarrhea is the main
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manifestation, which is associated with small
bowel villous atrophy. Corticosteroids are
considered the first-choice therapy for AIE. In
some patients, immunosuppressive therapies
are necessary.
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JLIRBIRIE. 19824E Walker-Smith % PE i 1
B it PR 2% B0 AL L BE V5 (celiac disease, CD), 7]\
o b s BE s N R B E 6, TR A
TR/ LR G, BO A TR T ATER)
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[ SF- 34 A 154 (1-4.54F). 20144 KA B E B
Masia% " HRIE25BIATE B (B 114, Lotk
1445)), RN B 8HI(=18%, 32%). B4
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BB L Ah o) b T R B RG S S R R
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WG RAEIR, B4l AERIA GFHME 3T AN fE 12
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M 2k, 5 ATER & WL H R IR (8L, A
Il 2 A TE T B 8 M A L F B IATE R L,
MAEIXFITPEX S L A5 ] LI %% 3 e 53 ik
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TSI ECE B ER. BT 2 HAIE
BE BB ERE TR R, B, WERE
FRYFGIT oy BB XHFEAEAIERE, #iL
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S, RN EAEE 3R SRR T Sl BT LU
5 A [ P 2 R s S f b R T,
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KEEAR PG IR IGIT 88, BT K2 2#H NN
Ji A R R AR IR T I ik T SOk
Wi, KZINAIERE L TR R
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MRIEENA | 6-FmEIENS | PR IS . REE R,
by 5 B ] B TR AR R S RO, BhAb, Xk
Yo 25 3R F A T T ATB I 446971 78
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FIHHIT EAEAIESRTG — 8 HUR, ATl 4
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e NJRVE, 25% RUE, HAr g & sk
KA VETNF-o, MTTHIHI TNF-o0 5] #2 )
P8 e S ONE. Wi PR b R B TR S %
B SR AT 2. W EREATE B (R H5 2240
JLATE)IETT, HArE HOLFAS S, 7%
A REdE B g, SCHRIEAT B Bk K L
(Adalimumab) B IhiG 7 ATERIAN S 3R1E".
Abatacept/e2NCTLA-44)> T HI4H Bl 7 Thfig X
5 N1gG1HIF B 45 & 1 il i 1 A B2 A,
JE&—FPT4H M0, H AR FAbataceptd:
B TR LR TT 0 R 2 R ST R Y,
GuptaZE 248 T 1B 23R IR . BRI 1%
IR YR IT TE AL SR (E 45 T Abatacept/a
SR S H 57 A 358 LA, X — 45 RAUTF
FEORATEM R A R R 1T 85 TN G BB AH
5%, IR RS AT FIAE ATE R (36T U E A
I R D U R BN SR AR, T sk e
WIEVEAY, H2 S AT A ATERIHEEE IR T 254
AR — DI R AT.

ATEVR YT ME sAE T AT 0 52, 27:50%
BHAHAE IR ESORE. BRTMEN
BEZAMOITEBFE RS FARZEIRITINRIE

8 45k

ATEFE I PR L 1 Jg 2> W, % Tt Bt e 1k s
HX R AR £ AR ) TR /3 %
FA. H AT T AIERI AR L AL
CWRIRYT . BRI IR AE A, KRR
IS R AR 2 A A 2. AT ZAE IR R
BRI A A, R B YRR R,
TR X i AR BELARFAIE F) 88 485 73 A, A Lk
ift T FRAH ST RHSLIAIT 5T, FRAUKT ATER KA
SRR, dttde ATEAR G2y 3R ER
B, DL AT 96 S ATERZ B AG YT .

9 SEXHE

1 McCarthy DM, Katz SI, Gazze L, Waldmann TA,
Nelson DL, Strober W. Selective IgA deficiency
associated with total villous atrophy of the small
intestine and an organ-specific anti-epithelial cell
antibody. ] Immunol 1978; 120: 932-938 [PMID:
632592]

Beishideng®  WCJD | www.wjgnet.com

10

11

12

13

14

15

ESY & B82LI1HR

Walker-Smith JA, Unsworth DJ, Hutchins P,
Phillips AD, Holborow EJ. Autoantibodies against
gut epithelium in child with small-intestinal
enteropathy. Lancet 1982; 1: 566-567 [PMID:
6120421]

Unsworth DJ, Walker-Smith JA. Autoimmunity
in diarrhoeal disease. | Pediatr Gastroenterol Nutr
1985; 4: 375-380 [PMID: 4020570 DOI: 10.1097 /000
05176-198506000-00009]

Corazza GR, Biagi F, Volta U, Andreani ML,
De Franceschi L, Gasbarrini G. Autoimmune
enteropathy and villous atrophy in adults. Lancet
1997; 350: 106-109 [PMID: 9228963 DOI: 10.1016/
s0140-6736(97)01042-8]

Akram S, Murray JA, Pardi DS, Alexander GL,
Schaffner JA, Russo PA, Abraham SC. Adult
autoimmune enteropathy: Mayo Clinic Rochester
experience. Clin Gastroenterol Hepatol 2007;
5:1282-190; quiz 1245 [PMID: 17683994 DOI:
10.1016/j.cgh.2007.05.013]

Catassi C, Fabiani E, Spagnuolo MI, Barera G,
Guarino A. Severe and protracted diarrhea:
results of the 3-year SIGEP multicenter survey.
Working Group of the Italian Society of Pediatric
Gastroenterology and Hepatology (SIGEP). |
Pediatr Gastroenterol Nutr 1999; 29: 63-68 [PMID:
10400106 DOI: 10.1097/00005176-199907000-00016]
Goulet OJ, Brousse N, Canioni D, Walker-
Smith JA, Schmitz ], Phillips AD. Syndrome of
intractable diarrhoea with persistent villous
atrophy in early childhood: a clinicopathological
survey of 47 cases. | Pediatr Gastroenterol Nutr
1998; 26: 151-161 [PMID: 9481629 DOI: 10.1097/00
005176-199802000-00006]

Masia R, Peyton S, Lauwers GY, Brown I.
Gastrointestinal biopsy findings of autoimmune
enteropathy: a review of 25 cases. Am | Surg
Pathol 2014; 38: 1319-1329 [PMID: 25188868 DOI:
10.1097 /pas.0000000000000317]

IheEF, TR, AW, SFE, AR, THlE,
TRIESS. RN H & Stz — (1 K STk > imik
PREE 2009; 26: 194-197

F N NIFNEE RN B 5 Ga e MR — Sk
3. R A 2015; 44: 32-36

Montalto M, D'Onofrio F, Santoro L, Gallo
A, Gasbarrini A, Gasbarrini G. Autoimmune
enteropathy in children and adults. Scand |
Gastroenterol 2009; 44: 1029-1036 [PMID: 19255930
DOI: 10.1080/00365520902783691]

Pifiero Pérez C, Velasco Guardado A, Fernandez
Pordomingo A, Tejedor Cerdefia M, Prieto
Vicente V, Alvarez Delgado A, Sdnchez Garrido
A, Prieto Bermejo B, Martinez Moreno ], Geijo
Martinez F, Blanco Muiiez O, Rodriguez Pérez A.
[Autoimmune enteropathy in an adult patient].
Gastroenterol Hepatol 2010; 33: 704-708 [PMID:
21051110 DOI: 10.1016/j.gastrohep.2010.09.002]
Freeman HJ. Adult autoimmune enteropathy.
World | Gastroenterol 2008; 14: 1156-1158 [PMID:
18300339]

Leén F, Olivencia P, Rodriguez-Pena R, Sanchez
L, Redondo C, Alvarez I, Moreira V, Roy G.
Clinical and immunological features of adult-
onset generalized autoimmune gut disorder. Am |
Gastroenterol 2004; 99: 1563-1571 [PMID: 15307878]
Russo PA, Brochu P, Seidman EG, Roy CC.

4045

mzaw#E

B & %o B IR
(AIE): Z—#r7%
B R, &R
6 VAR B R
B, EEERR
R B BB RE 4R
LEE, hEP
B BRI
AR R FAR IR 4m e
FAR A FFIER B
g S .
LA A T
B, LS L.

2016-10-18 | Volume 24 | Issue 29 |



ESV 5 B5REMHR

W& 50

AL g M AR,
@47 B AT
SR ‘E, £ 16
o A e IR TAE

T ALE #3032

Faih T BB K

8.
17
18
19
20
21
22
23
24
25
26

J3aishideng®

WCJD | www.wjgnet.com

Autoimmune enteropathy. Pediatr Dev Pathol
1999; 2: 65-71 [PMID: 9841709 DOI: 10.1007/
5100249900092]

Volta U, De Angelis GL, Granito A, Petrolini
N, Fiorini E, Guidi M, Muratori P, Bianchi FB.
Autoimmune enteropathy and rheumatoid
arthritis: a new association in the field of
autoimmunity. Dig Liver Dis 2006; 38: 926-929
[PMID: 16920048]

Mais DD, Mulhall BP, Adolphson KR, Yamamoto
K. Thymoma-associated autoimmune enteropathy.
A report of two cases. Am | Clin Pathol 1999;
112: 810-815 [PMID: 10587704 DOI: 10.1093/
ajcp/112.6.810]

BRI, F0SCEs. HhiB(LE A B e e R ARG R
L BRI 2015; 24: 1291-1294
Malamut G, Verkarre V, Callens C, Colussi
O, Rahmi G, MacIntyre E, Haioun C, Meresse
B, Brousse N, Romana S, Hermine O, Cerf-
Bensussan N, Cellier C. Enteropathy-associated
T-cell lymphoma complicating an autoimmune
enteropathy. Gastroenterology 2012; 142: 726-729.
e3; quiz el3-e14 [PMID: 22226659 DOI: 10.1053/
j-gastro.2011.12.040]

Biagi F, Bianchi PI, Trotta L, Corazza GR. Anti-
goblet cell antibodies for the diagnosis of
autoimmune enteropathy? Am | Gastroenterol
2009; 104: 3112 [PMID: 19956142 DOI: 10.1038/
ajg.2009.511]

Ciccocioppo R, D’Alo S, Di Sabatino A, Parroni
R, Rossi M, Doglioni C, Cifone MG, Corazza GR.
Mechanisms of villous atrophy in autoimmune
enteropathy and coeliac disease. Clin Exp Immunol
2002; 128: 88-93 [PMID: 11982595 DOI: 10.1046/
j.1365-2249.2002.01795.x]

Veress B, Franzén L, Bodin L, Borch K. Duodenal
intraepithelial lymphocyte-count revisited. Scand
] Gastroenterol 2004; 39: 138-144 [PMID: 15000275
DOI: 10.1080/00365520310007675]

Moes N, Rieux-Laucat F, Begue B, Verdier J, Neven
B, Patey N, Torgerson TT, Picard C, Stolzenberg
MC, Ruemmele C, Rings EH, Casanova JL,
Piloquet H, Biver A, Breton A, Ochs HD, Hermine
O, Fischer A, Goulet O, Cerf-Bensussan N,
Ruemmele FM. Reduced expression of FOXP3 and
regulatory T-cell function in severe forms of early-
onset autoimmune enteropathy. Gastroenterology
2010; 139: 770-778 [PMID: 20537998 DOI: 10.1053/
j-gastro.2010.06.006]

Murch S. Advances in the understanding and
management of autoimmune enteropathy.
Current Paediatries 2006; 16: 305-316 [DOI:
10.1016/j.cupe.2006.07.008]

Verbsky JW, Chatila TA. Immune dysregulation,
polyendocrinopathy, enteropathy, X-linked
(IPEX) and IPEX-related disorders: an evolving
web of heritable autoimmune diseases. Curr Opin
Pediatr 2013; 25: 708-714 [PMID: 24240290 DOI:
10.1097 / mop.0000000000000029]

Torgerson TR, Linane A, Moes N, Anover S,
Mateo V, Rieux-Laucat F, Hermine O, Vijay
S, Gambineri E, Cerf-Bensussan N, Fischer A,
Ochs HD, Goulet O, Ruemmele FM. Severe food
allergy as a variant of IPEX syndrome caused by
a deletion in a noncoding region of the FOXP3
gene. Gastroenterology 2007; 132: 1705-1717 [PMID:

4046

27

28

29

30

31

32

33

34

35

36

37

38

17484868 DOI: 10.1053/j.gastro.2007.02.044]
Seidel MG, Boztug K, Haas OA. Immune
dysregulation syndromes (IPEX, CD27 Deficiency,
and Others): Always doomed from the start? |
Clin Immunol 2016; 36: 6-7 [PMID: 26661331 DOI:
10.1007/510875-015-0218-5]

De Martino L, Capalbo D, Improda N, D’Elia F,
Di Mase R, D’Assante R, D"Acunzo I, Pignata C,
Salerno M. APECED: A paradigm of complex
interactions between genetic background
and susceptibility factors. Front Immunol
2013; 4: 331 [PMID: 24167503 DOI: 10.3389/
fimmu.2013.00331]

Blanco Quirés A, Arranz Sanz E, Bernardo Ordiz
D, Garrote Adrados JA. From autoimmune
enteropathy to the IPEX (immune dysfunction,
polyendocrinopathy, enteropathy, X-linked)
syndrome. Allergol Immunopathol (Madr) 2009;
37:208-215 [PMID: 19912978 DOI: 10.1016/
j-aller.2009.04.002]

Perniola R, Musco G. The biophysical and
biochemical properties of the autoimmune
regulator (AIRE) protein. Biochim Biophys Acta
2014; 1842: 326-337 [PMID: 24275490 DOI:
10.1016/j.bbadis.2013.11.020]

Kluger N, Jokinen M, Lintulahti A, Krohn K,
Ranki A. Gastrointestinal immunity against
tryptophan hydroxylase-1, aromatic L-amino-acid
decarboxylase, AIE-75, villin and Paneth cells in
APECED. Clin Immunol 2015; 158: 212-220 [PMID:
25805658 DOI: 10.1016/j.clim.2015.03.012]

Gentile NM, Murray JA, Pardi DS. Autoimmune
enteropathy: a review and update of clinical
management. Curr Gastroenterol Rep 2012;
14: 380-385 [PMID: 22810979 DOI: 10.1007/
s11894-012-0276-2]

Gram-Kampmann EM, Lillevang ST, Detlefsen
S, Laursen SB. Wireless capsule endoscopy as a
tool in diagnosing autoimmune enteropathy. BM]
Case Rep 2015 Jul 6; 2015: pii bcr2014207931 [PMID:
26150615 DOI: 10.1136/ ber-2014-207931]

Bishu S, Arsenescu V, Lee EY, Vargas HD,
de Villiers W], Arsenescu R. Autoimmune
enteropathy with a CD8+ CD7- T-cell small
bowel intraepithelial lymphocytosis: case report
and literature review. BMC Gastroenterol 2011;
11: 131 [PMID: 22126605 DOI: 10.1186/1471-230x
-11-131]

Carroccio A, Volta U, Di Prima L, Petrolini N,
Florena AM, Averna MR, Montalto G, Notarbartolo
A. Autoimmune enteropathy and colitis in an
adult patient. Dig Dis Sci 2003; 48: 1600-1606 [PMID:
12924654 DOI: 10.1023/a:1024705032326]

Mitomi H, Tanabe S, Igarashi M, Katsumata
T, Arai N, Kikuchi S, Kiyohashi A, Okayasu I.
Autoimmune enteropathy with severe atrophic
gastritis and colitis in an adult: proposal of
a generalized autoimmune disorder of the
alimentary tract. Scand | Gastroenterol 1998; 33:
716-720 [PMID: 9712235]

van Lent AU, Takkenberg RB, van Eeden S, Mulder
C, Beuers U. Chronic diarrhea because of villous
atrophy unrelated to celiac disease. Endoscopy 2015;
47 Suppl 1 UCTN: E71-E72 [PMID: 25926220 DOI:
10.1055/5-0034-1391247]

Najarian RM, Hait EJ, Leichtner AM, Glickman JN,

2016-10-18 | Volume 24 | Issue 29 |



Antonioli DA, Goldsmith JD. Clinical significance of
colonic intraepithelial lymphocytosis in a pediatric
population. Mod Pathol 2009; 22: 13-20 [PMID:
19116628 DOI: 10.1038 / modpathol.2008.139]

ESY & B82LI1HR

S. Autoimmune enteropathy in a 13-year-old celiac
girl successfully treated with infliximab. ] Clin
Gastroenterol 2014; 48: 264-266 [PMID: 24504079
DOI: 10.1097/MCG.0b013e31829e460e]

39  Greenson JK. The biopsy pathology of non-coeliac 46  Elwing JE, Clouse RE. Adult-onset autoimmune
enteropathy. Histopathology 2015; 66: 29-36 [PMID: enteropathy in the setting of thymoma
25234408 DOI: 10.1111/his.12522] successfully treated with infliximab. Dig Dis Sci

40  Salmi TT, Collin P, Korponay-Szabé IR, Laurila K, 2005; 50: 928-932 [PMID: 15906770]

Partanen J, Huhtala H, Kirdly R, Lorand L, Reunala 47  von Hahn T, Stopik D, Koch M, Wiedenmann
T, Méki M, Kaukinen K. Endomysial antibody- B, Dignass A. Management of severe refractory
negative coeliac disease: clinical characteristics adult autoimmune enteropathy with infliximab
and intestinal autoantibody deposits. Gut 2006; and tacrolimus. Digestion 2005; 71: 141-144 [PMID:
55:1746-1753 [PMID: 16571636 DOI: 10.1136/ 15785040]

gut.2005.071514] 48 Vanderhoof JA, Young R]J. Autoimmune

41  Mirakian R, Hill S, Richardson A, Milla PJ, Walker- enteropathy in a child: response to infliximab
Smith JA, Bottazzo GF. HLA product expression therapy. | Pediatr Gastroenterol Nutr 2002; 34:
and lymphocyte subpopulations in jejunum 312-316 [PMID: 11964960]
biopsies of children with idiopathic protracted 49  Sharma L. Osteoarthritis year in review 2015:
diarrhoea and enterocyte autoantibodies. | clinical. Osteoarthritis Cartilage 2016; 24: 36-48
Autoimmun 1988; 1: 263-277 [PMID: 3266956] [PMID: 26707991 DOI: 10.1016/j,joca.2015.07.026]

42 Murch SH, Fertleman CR, Rodrigues C, Morgan 50 Hasan SS, Siddiqui NS, Chaitanya Arudra SK,
G, Klein NJ, Meadows N, Savidge TC, Phillips de Las Casas L, Akpunonu B, Nawras A. Diffuse
AD, Walker-Smith JA. Autoimmune enteropathy Autoimmune Enteropathy and Colopathy in
with distinct mucosal features in T-cell activation an Adult Patient Successfully Treated With
deficiency: the contribution of T cells to the Adalimumab and a Review of the Literature. Am
mucosal lesion. | Pediatr Gastroenterol Nutr 1999; ] Ther 2016; 23: €963-€968 [PMID: 25379737 DOI:
28: 393-399 [PMID: 10204503] 10.1097/MJT.0000000000000119]

43 Patey-Mariaud de Serre N, Canioni D, Ganousse S, 51 Khraishi MM. Experience with subcutaneous
Rieux-Laucat F, Goulet O, Ruemmele F, Brousse N. abatacept for rheumatoid arthritis: an update
Digestive histopathological presentation of IPEX for clinicians. Ther Adv Musculoskelet Dis 2014; 6:
syndrome. Mod Pathol 2009; 22: 95-102 [PMID: 159-168 [PMID: 25342995 DOI: 10.1177/1759720X
18820676 DOI: 10.1038/ modpathol.2008.161] 14551567]

44 Moes ND, Ruemmele FM, Rings EH. [Autoimmune 52  Gupta NK, Yilmaz O, Fisher M, Yajnik V.
enteropathy in children]. Ned Tijdschr Geneeskd Abatacept: a new treatment option for refractory
2011; 155: A3246 [PMID: 21527058] adult autoimmune enteropathy. | Clin Gastroenterol

45  Valitutti F, Barbato M, Aloi M, Marcheggiano A, Di 2014; 48: 55-58 [PMID: 24045285 DOI: 10.1097/

Nardo G, Leoni S, Iorfida D, Corazza GR, Cucchiara

MCG.0b013e3182a4e0ec]

YodE: I Wi By

DOI: 10.11569

ISSN 1009-3079 (print) ISSN 2219-2859 (online)
Publishing Group Inc. All rights reserved.

© 2016 Baishideng

L ‘ZﬁOE' L

(REAGWZE) 2 AR

SWALE. SO RRBAE . SeibtE . ATk Rse e, EOS R, SO RISk, Bl AR, SIEMTE, Rk
HER.

Beishideng®  WCJD | www.wjgnet.com 4047 2016-10-18 | Volume 24 | Issue 29 |



Jnishideng®

Published by Baishideng Publishing Group Inc
8226 Regency Drive, Pleasanton,
CA 94588, USA
Fax: +1-925-223-8242
Telephone: +1-925-223-8243
E-mail: bpgoffice@wjgnet.com
http://www.wjgnet.com

ISSN 1009-3079

97771009°307056 m““

© 2016 Baishideng Publishing Group Inc. All rights reserved.



