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IgG4-related lymphadenitis and pachymeningitis with inflammatory

pseudotumor
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Case Report
IgG4-related lymphadenitis and pachymeningitis with inflammatory

pseudotumor

Pokpong Piriyakhuntornl, Atisa Koonarat', Adisak Tantiworawit', Thanawat Rattanathamethee',

Chatree Chai—Adisaksophal, Ekarat Rattarittamrongl, Lalita Norasetthada' and Charin Yain’

'Division of Hematology; ‘Department of Pathology, Faculty of Medicine, Chiang Mai University

Abstract:

A 61-year-old female presented with left side facial numbness for 4 months, with history of wax and
wane lymphadenopathy for 12 years. Multiple lymph node biopsy revealed chronic nonspecific inflammation.
Physical examination showed right cervical lymphadenopathy, zone II, size 3x4 cm, cranial nerve V: loss of pin
prick sensation at left V2 dermatome. Investigation: MRI brain showed a thick enhancing dural lesion of the left
lateral wall of the cavernous sinus and the adjacent medial part of the left middle cranial fossa, size 1.0x3.8x1.0
cm. Pathology results of the left juxtasellar mass biopsy indicated positive IgG staining for plasma cells, posi-
tive IgG4 with IgG4 count 50-70 cells/HPF and IgG4+/IgG+ cell ratio 60%. Blood test of serum IgG4 was 1,026
mg/dL (8-140 mg/dL). The tumor of the left juxtasellar mass was surgically removed and she received systemic
corticosteroids (prednisolone 0.5 mg/kg/day). Her numbness improved and the right cervical lymph node was
decreased to 2x3 cm.

Keywords : @ JgG4 @ JgG4-related lymphadenitis ® Lymphadenopathy
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General appearance: A middle-age woman with
normal consciousness

Vital signs: BP 116/72 mmHg, PR 92/min, BT 36.8 c,
RR 14/min

HEENT: no pale conjunctivae, no icteric sclerae, right
cervical lymphadenopathy, zone 1I, sized 3x4 cm, firm
consistency, fixed with underneath sternocleidomastoid
muscle, no redness or swelling, no tenderness, thyroid

10 g, smooth surface

Heart: PMI at bth intercostal space, mid-clavicular
line, no heaving, no thrill, normal S1, S2, no murmur,
no gallops, no jugular vein distension

Chest & lungs: normal chest contour and expansion,
bilateral lungs are clear without adventitious sound

Breasts: no mass, normal overlying skin, no discharge

Abdomen: normal contour, normoactive bowel sound,
soft, no tenderness, no mass, no hepatosplenomegaly

Extremities: no edema, no signs of arthritis

Skin: no rash, no alopecia, normal nails

Neurological examination:

Mental status: alert, attentive and orientated

Speech: clear, fluent, good repetition, comprehen-
sion and naming

Cranial nerves (CN)

CN II: normal visual field by confrontation test, normal
visual acuity bilaterally, normal fundoscopic examination,
pupils 2 mm react to light both eyes

CN III, IV, VI : primary gaze is in midline, full EOM
without nystagmus

CN V: loss of pin prick sensation at left V2 dermatome

CN VII: no facial weakness

CN VIII: normal hearing

CN IX, X: normal phonation, normal gag reflex

CN XI: intact

CN XII: tongue in midline, no atrophy or deviation

Motor power: grade V all extremities, neck muscle
grade V

Sensory: light touch, pinprick, proprioception : intact
all (except for face, as described)

Gait and stance: normal

Cerebellar function

No ataxia

Rapid alternating movements: intact

Fine finger movement: intact

No dysmetria on finger to nose and heel-knee-shin
tests

Romberg test: negative

No stiffness of neck
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CBC: Hb 12.3 g/dL, Het 39.0%, WBC 6.01 x 107/L
(neutrophil 48.5%, lymphocyte 41.8%, monocyte 6.2%,
eosinophil 2.8%), platelet 257 x 10°/L, MCV 93.5 fL

Blood chemistries: BUN 14 mg/dL, Cr 0.91 mg/dL,
Na 141 mmol/L, K 3.9 mmol/L, Cl 105 mmol/L, COZ 22
mmol/L

Liver function test: total protein 6.8 g/dL, albumin/
globulin 3.7/3.1 g/dL, alkaline phosphatase 71 U/L, AST
17 U/L, ALT 20 U/L, total bilirubin 0.29 mg/dL, direct
bilirubin 0.15 mg/dL

Urinalysis: pH 6.5, sp.gr. 1.010, albumin negative,
WBC 0-1/HPF, RBC 0-1/HPF

Chest X-ray: normal cardio-thoracic ratio, no pulmo-
nary infiltration or mass
msasaiansitaselse

MRI brain: a thick enhancing dural lesion of the left
lateral wall of cavernous sinus and the adjacent medial
part of the left middle cranial fossa, size 1.0 x 3.8 x 1.0
cm, compresses and invaginates into the cortical sulcus
of the left medial temporal lobe with mild to moderate
white matter edema in the left anterior temporal pole.
Mass also extend into the left cavernous sinus with
inferior compression of the anterior part of the caver-

nous portion of the lest ICA (Figure 1)

CT neck, chest and abdomen: an enhancing hypo-
density mass with internal punctate calcification, size
1.4 cm in diameter at right cervical LN level II, no other
sites of lymphadenopathy, no hepatosplenomegaly

Right cervical lymph node biopsy: present of fibrosis
and lymphoplasmacytic cells infiltration, IgG4-related
disease to be rule out; IHC reveal normal CD3 and
CD20 distribution, positive CD79a on B cells and ma-
ture plasma cells, positive CD138 in sheaths of mature
plasma cell, Ki-67 20%, no kappa/lambda light chain
restriction, negative CD56, CD5 and CD 23 (Figure 2)

Figure 1 MRI brain: a thick enhancing dural lesion
extend into lateral wall of Lt.cavernoussinus and

Lt.medialtemporal lobe

Figure 2 Rt.cervical lymph node: area of fibrosis (A) and diffuse lymphoplasmacytic cell infiltration (B)
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Figure 3 Lt.parasellar mass biopsy: positive staining for IgG (A) and IgG4 (B) with IgG4+/IgG+ plasma cell ratio

60%

Left juxtasellar mass biopsy: lymphoplasmacytic
infiltration with storiform fibrosis ; IHC : normal CD3
and CD20 positive cells distribution, no kappa/lambda
light chain restriction, positive IgG staining for plasma
cells, positive IgG4 with IgG4 count 50-70 cells/HPF,
IgG4+/1gG+ cell ratio 60% (Figure 3)

Serum IgG4: 1,026 mg/dL (8-140 mg/dL)
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