Interesting Case (Granulomatous cheilitis)

A 10 years old girl with lip swelling
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91/7 1: Epithelioid granuloma (non-caseating)




Physical examination

Vital signs: T 36.5°C, HR 85/min, RR 20/min, BP 90/60 mmHg

BW 25 kg (P10), height 135 cm (P25), no pallor, no jaundice

HEENT: dry mouth with lower lip ulceration, swelling of upper lip with subcutaneous nodule sized
0.5 cm, Rt. nostril ulceration, circumoral erythematous plaque with pustule

Lymph node: not palpable

Heart and lungs: unremarkable

Abdomen: no hepatosplenomegaly

Extremities: no rash, no joint swelling

Pertinent findings
- lip swelling: cheilitis granulomatosa or sarcoidosis
- weight loss
- history of recurrent sinusitis

- recurrent rash at nostrils and conjunctivitis

Differential diagnosis
- Crohn’s disease
- Granulomatous polyangiitis
- Sarcoidosis
- Zinc deficiency
- Behcet's disease

- Systemic lupus erythematosus




Investigations

CBC: Hct 37%, Hb 12.2 g/dL, MCV 88 fL, WBC 8,990/cu mm (N 82, L 37, E 1%)
Platelets 307,000/cu mm

CRP 2.3 mg/L, ESR 11 mm/h

Stool exam: no WBC, no RBC, no parasite, negative for stool occult blood

Stool calprotectin: 472 mcg/g stool

Serum complements: C, 1.12, C,0.359 mg/dL

Liver function test: ALP 149, AST 22, ALT 12 U/L; TP 6.3, albumin 4.1 g/dL,

TB 0.4, DB 0.16 mg/dL

IBD profile: negative

ANA: positive homogeneous titer =1280
positive granular titer 2 1280

ANCA: borderline positive C-ANCA

Eye exam: blephalitis (r/o allergy), no uveitis, no retinal vasculitis, clear lens

Chest x-ray: unremarkable

Film paranasal sinus: unremarkable

Further investigations
consult ENT: nasal biopsy and fiber-optic bronchoscopy (FOB)
Nasal cavity: atrophy of left septal mucosa, crust at both nasal vestibules

FOB: hyperemia at subglottic and trachea

Histology of nasal septum

Nasal septum: unremarkable

Rt. nasal vestibule: irregular acanthosis of squamous mucosa with chronic inflammation




Endoscopic finding

Esophagoduodenoscopy: multiple duodenal ulcers with irregular mucosa (gﬂﬁ 3)
Colonoscopy: large skin tag at perianal area (gﬂﬁ 4), blunting villi with multiple small aphthous

ulcers at terminal ileum (gﬂﬁ 5) and multiple small aphthous ulcers along colon (g‘ﬂﬁ 6)

gﬂﬁ 3 duodenal ulcers gﬂﬁ 4 large perianal skin tag

# 3 duodenal ulcer A

gﬂﬁ 5 aphthous ulcers at terminal ileum gﬂﬁ 6 aphthous ulcers along colon




Histology:

Duodenum: chronic duodenitis with no activity, chronic gastritis with mild activity (PMN cryptitis),
no Helicobacter pylori

Terminal ilium: blunting villi with PMN cryptitis

Cecum to rectum: chronic inflammation with mild to moderate activity and focal granuloma in

descending/sigmoid (gﬂﬁ?, 8), negative AFB stain

gﬂﬁ 7 focal granuloma gﬂﬁ 8 multinucleated giant cell
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Diagnosis: Crohn’s disease

Treatment: prednisolone (2mg/kg/day) and azathioprine (1 mg/kg/day)

Progression:
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Granulomatous cheilitis with Crohn’s disease
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Table 1 The differential diagnosis of orofacial granulomatosis

Disease Differentiating features from OFG

Crohn's disease Gastrointestinal (usually ileal/rectal) disease. Oro-cutaneous fistulas may (rarely) occur in CD.
Ulceration, and buccal-sulcal involvement occurs more frequently in CD

Sarcoidosis (usually chronic) Affected patients may also have pulmonary, cutaneous, lacrimal, salivary neurological and/or
skeletal features of sarcoidosis

Allergic angioedema Non-pitting edema of the lips, tongue, pharynx and face. Can be a feature of anaphylaxis. There may
be an identifiable precipitant and patients may have a history of atopic disease (allergic rhinitis,
asthma, atopic eczema or drug allergies)

Miescher's cheilitis (Schuermann’s Manifests as labial enlargement and has similar histopathology to OFG

granulomatous cheilitis)

Melkersson-Rosenthal syndrome Manifests as labial enlargement, fissuring of the tongue, and lower motor neuron facial nerve
palsy—a variant of OFG

Cheilitis glandularis Labial enlargement with ulcers. Unknown cause (may be trauma/ill-defined infection). There is mild
acute and chronic inflammation (without granulomas) within the minor salivary glands of the lip

Tuberculosis Rarely affects the lips. Manifests as localized swelling and ulcers. Usually arises in immigrant
groups and HIV-infected individuals. Usually contains caseating granulomas
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1. Non-caseating epithelioid granulomas

2. Concurrent intestinal Crohn’s disease seen in 20-50% adult patients with Crohn’s disease

3. OFG and Crohn’s disease have a similar course
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