Interesting case (Cryptogenic multifocal ulcerous stenosing enteritis)

A 10-year-old girl with chronic refractory anemia
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Past medical history

a8 6 1 ruptured appendicitis s/p appendectomy
Personal history
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Physical examination: T 37°C, PR 80/min, RR 18/min, BP 94/68 mmHg
BW 23 kg (P10), height 127 cm (P10)
General appearance : an alert Thai girl, mild pallor, no jaundice
HEENT : pale conjunctivae, no oral ulcer, impalpable lymph nodes
Skin : no rash or nodule, no petechiae or ecchymosis
Abdomen : old surgical scar at lower abdomen, active bowel sound, soft, no tenderness,
no mass, no hepatosplenomegaly
Extremities : no arthritis, no pitting edema

Anus : no perianal lesion, normal rectal examination

Problem lists:
1. Refractory iron deficiency anemia

2. History of duodenal ulcer

Differential diagnoses:
1. Inflammatory bowel disease (IBD): Crohn’s disease
2. Infectious colitis : tuberculosis, cytomegalovirus
3. Eosinophilic gastrointestinal disease

4. Other mucosal lesions: non-specific enteritis

Investigations:

+ CBC:Hb 10 g/dL, Het 32%, MCV 68 fL, RDW 22%; WBC 8,670/cu mm (N 52, L 43,
M 5%), platelets 599,000/cu mm; peripheral blood smear: microcytic, hypochromic
RBC; anisocytosis 2+

» Reticulocyte count 1.7%

+ Hbtyping : Hb E trait

«  Serum ferritin 21.4 ng/mL, transferrin saturation 2.8 % (iron 6 , TIBC 210)




Investigations (cont.)
« Serum albumin 18.3 g/L, BUN 6, Cr 0.36 mg/dL
» Stool occult blood : positive, stool examination : no WBC or RBC
» Stool concentration for ova and parasites : none found
- Stool for alpha-1 antitrypsin 37.3 mg/dL (N < 5)
»  C-reactive protein 2.47 mg/dL (N < 5), ESR 1 mm/h (N < 20)
« UA:sp.gr 1.016, no protein or cells
« LDH 188 U/L
* Anti-nuclear antibody, anti-dsDNA : negative
« C3:1,130 mcg/mL (N 900-1800), C4 : 293 mcg/mL (N 100-400)
« PPD skin test : negative
Sputum AFB : negative
Stool AFB and modified AFB : negative
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active chronic gastritis, mild chronic duodenitis, chronic ileitis with mild tissue eosinophilia but

no signs of colitis
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A9 1 ualuanl§1anann video capsule enteroscopy

a. Asingle ulcer seen in the proximal jejunum
b — d. Circumferential ulcerations causing stricture and bleeding in the mid and distal

small bowel
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THfsnenangsunneniaiaueusdalaninisdeandas double balloon enteroscopy
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mw17'| 3 Double balloon enteroscopy : diffuse swelling and inflammation just above the
IC valve with two 0.5-1.5 cm (a — b.), 1/4-1/2 circumferential ulcers at 30-40 cm above the IC

valve (c.), and a tight stricture site at 50 cm from the IC valve (d.)
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Intraoperative findings:

« Capsule enteroscopy was retained at 50 cm from the ileocecal valve.

« Dilated intestinal wall, intraluminal small ulcer and scar were found.
Multiple out-pouching lesions, swelling and inflammatory spots were found along the
terminal ileum about 45 cm up from the capsule-stricture point.
Multiple lymph nodes (size 0.5 — 1.2 cm) were noted.

1671 segmental ileal resection (ﬂ?zmm 7 Lﬁﬁuﬁmm) AL end-to-end anastomosis
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- Ulcerative lesion with acute inflammation
- No specific infection
- No granuloma or picture of IBD

- Special stains (AFB, modified AFB, GMS, PAS) : negative

Final presumptive diagnosis : Cryptogenic multifocal ulcerous stenosing enteritis

a = o Y & < a 1% dl 1 dl A
ﬂ’ﬁLﬂﬂLLNZQLLZVJﬂ’]ﬁ‘[ﬂ‘LI‘I.I‘N@”IiZQL@ﬂlumﬂLﬂﬁiﬂ“’\’mﬂ@’m@’]m@ Iﬂﬂ@?LﬂﬁlVIWUU@ﬂW’Q@ AR

o %

nnzanlédnianisai (inflammatory bowel disease, IBD) a1 léiandniauainanlungs NSAIDs

v

N239AANINMARY NN9RALTEE cytomegalovirus kazN13RATa IR TUAN 1E

Progression :

waIANHARA S 1 1haw filasaunan dosgaanssind idmillesdne  Het 30.7%,
MCV 70.5 fL, serum albumin 23.8 g/L, CRP 1.56 mg/L AaldiFnen oral prednisolone 2 {N./NN./3U
5 & a = ' v el °o o = pyya
ANATY LATARRINEINIEYN 1 1w wudienedtheRtuaNaAU AgliEnanaunTeseatLaY

(3NeN azathioprine 1 NN./NN./3U UAIRNFAARINGINIT 4 tRaU wudminsagilaaiaay 2 nn.

188198 Wa Hot 40.1% WAz serum albumin 34 g/L




Cryptogenic multifocal ulcerous stenosing enteritis (CMUSE)

Cryptogenic multifocal ulcerous stenosing enteritis (CMUSE) dlunasinaaulglusn
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m’lﬁ"h‘lﬁ' 1 Revised clinical criteria for diagnosis of CMUSE

1. Persistent and occult blood loss from the Gl tract (except during bowel rest or post-
operatively)
2. Confirmation of characteristic of small intestinal lesions by macroscopy, radiography, or
enteroscopy
1. Circular or oblique in alignment
2. Sharply demarcated from surrounding normal mucosa
3. Geographic or linear in shape
4. Multiplicity in number with less than 4-cm distance from each other

5. Ulcers not reaching the muscularis propria layer, including scarred ulcers presumed

to be the healing stage in cases treated by bowel rest
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m%‘N‘ﬁ 2 Differentiation of CMUSE from Crohn’s disease

. No clinical or laboratory features of inflammatory syndrome
e No small intestinal transmural process or ulceration

. No small intestinal giant-cell granulomatous process

5 No fistula formation despite recurrent disease

. No disease in other parts of Gl tract (i.e., colon)

. Absence of most extra-intestinal features of Crohn’s disease (e.g. skin manifestations)




mi'N‘I'?"I 3 Histologic findings of CMUSE

. Depth and the healing process of small intestinal ulcers

. Ulcer depth is restricted to the mucosa or the submucosa, and it never reaches the
muscular layer

. The ulcer is clearly demarcated by surrounding villous mucosa, and only “nonspecific”
chronic inflammatory cell infiltrates are found

. In the healing process of the ulcer, submucosal fibrosis is restricted to the area of the

mucosal defect with minimal epithelial repair and restitution
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