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Case Report
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ABSTRACT

A 62-yearold man had bilateral eyelid swelling for 4 months. Two months before admission, he developed fatigue and lost 5kg of body
weight. Further examination revealed elevated serum C-reactive protein, normal angiotensin-converting enzyme, elevated proteinase-3 antineu-
trophil cytoplasmic antibody (PR3-ANCA), and normal immunoglobulin (Ig)G4 concentration. Chest X-ray and computed tomography showed
no enlarged hilar lymph nodes, but positron emission tomography-computed tomography showed fluorodeoxyglucose accumulation in both
lacrimal glands, in lung nodules, and in the pancreas. Tissue biopsies of the lacrimal glands and pulmonary nodules showed granuloma with
giant cells, but no IgG4-positive cells or fibrosis. Pancreatic tissue showed no findings of autoimmune pancreatitis. In the 2022 American College
of Rheumatology/European Alliance of Associations for Rheumatology classification criteria for granulomatosis with polyangiitis, the total score
was 10 points. Final comprehensive diagnosis was granulomatosis with polyangiitis, based on the negative results of differential diseases, such
as IgG4-related diseases and sarcoidosis. Prednisolone 60 mg/day was started on Day 8, and rituximab 500 mg/body/week on Day 12. After
beginning treatment, general malaise and lacrimal gland enlargement were resolved, PR3-ANCA and C-reactive protein became negative, and
the nodular shadow in the lungs disappeared. This is the first report of granulomatosis with polyangiitis presenting both lacrimal gland and

pancreatic lesions.
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Introduction

Granulomatosis with polyangiitis (GPA) is an antineutrophil
cytoplasmic antibody (ANCA)-associated vasculitis (AAV).
It is an autoimmune disease characterised by inflammation
of small blood vessels leading to multiple organ damage.
GPA typically results in necrotising granulomatosis in the
ear, nose, upper and lower respiratory tracts, necrotising
glomerulonephritis, and necrotising vasculitis of small- and
medium-sized blood vessels. Pancreatic and lacrimal gland
lesions are uncommon in GPA [1]. However, there have
been cases of AAV with either pancreatic or lacrimal gland
involvement [2-32]. Of the reported cases of AAV diseases
with pancreatic lesions, GPA was the most common, fol-
lowed by microscopic polyangiitis (MPA), and there have also
been reports of eosinophilic granulomatosis with polyangi-
itis (EGPA) [2-20]. Similarly, GPA was the most common
among the reported cases of AAV diseases with lacrimal gland
lesions, and there have also been reports of EGPA [21-32].
Here, to the best of our knowledge, we present the first
known case of AAV presenting with both pancreatic and
lacrimal gland lesions at the same time. The similar symptoms

between this and IgG4-related diseases (IgG4-RD) require
careful differentiation.

Case presentation

A 62-year-old Japanese man had bilateral eyelid swelling
and visited our Department of Plastic Surgery. Biopsies of
the lacrimal glands were performed, and a granuloma was
found. Two months later, he developed fatigue and his weight
decreased from 67 to 62kg. Further examination revealed
elevated serum C-reactive protein (CRP, 3.85 mg/dl), normal
eosinophil count (180 cells/pl, 2.2% of white blood cell), ele-
vated erythrocyte sedimentation rate (20 mm/h), normal uri-
nary findings (protein, red blood cells 0-1/HPF, cast 0-1/LPF),
normal creatinine (0.99 mg/dl), normal KL-6 (304 U/ml), nor-
mal angiotensin-converting enzyme (ACE, 10U/l), normal
immunoglobulin (Ig)G4 (87 mg/dl), and elevated proteinase-
3 anti-neutrophil cytoplasmic antibody [PR3-ANCA, 4.5
IU/ml (reference range <2.0)]. Positron emission tomography-
computed tomography (PET-CT) showed abnormal accu-
mulation of fluorodeoxyglucose (FDG) in bilateral lacrimal
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glands, pulmonary nodules, and the pancreas. Bronchoscopic
biopsy of the pulmonary nodules also showed granuloma. The
patient was admitted to our Department of Plastic Surgery.
On admission, he had general malaise, abdominal pain,
and dry eyes and mouth as sicca symptoms, there was no
peripheral neuropathy or hearing loss. On physical exami-
nation, he had a temperature of 36.9°C, blood pressure of
155/61 mmHg, SpO, of 95% (room air), mild hypoxaemia,
bilateral lacrimal gland enlargement (Figure 1(a,b)), and there
was a slight fine crackle in the right lower lung field. PR-3
ANCA was positive and CRP was mildly elevated. ACE and
IgG4 were within reference range. Chest X-ray revealed a
cardiothoracic ratio of 46.4% and a nodular shadow at the
right costophrenic angle. Electrocardiography and echocar-
diography were normal. Computed tomography (CT) showed
thickened mucosa in the left maxillary sinus (Figure 1(c)), mul-
tiple nodules in both lungs, a diffusely enlarged pancreas with
patchy areas of poor contrast, and enlarged bilateral lacrimal
glands (Figure 1(d)), and PET-CT scan showed abnormal
accumulation of FDG in bilateral lacrimal glands, the right
lung, and the pancreas, with the maximum standardised
uptake value of 4.76 in the lacrimal glands (Figure 1(e)),
7.65 in the right lung (Figure 1(f)), and 8.71 in the pan-
creas (Figure 1(g)). Tissue biopsies were also performed on
the lacrimal glands, the pancreas, and lung nodules. Lacrimal
gland biopsy showed scattered granuloma formation with
giant cell infiltration, and inflammatory cell infiltration of
predominantly plasma cells (Figure 1(h)), while almost no
IgG4 positive cells were found (data not shown). Histological
findings from the pulmonary nodules showed fibrotic thick-
ening of the alveolar wall, infiltration of inflammatory cells
of mainly lymphocytes and neutrophils, and enlarged alveo-
lar epithelium. The alveolar space was filled with foam cells
and histiocytes. There was an inflammation with granulo-
mas, but no evidence of vasculitis (Figure 1(i)). Similarly,
few IgG4-positive cells were found (data not shown). Pan-
creatic biopsy by endoscopic ultrasound-guided fine needle
aspiration (EUS-FNA) showed mild atrophy of the pancre-
atic acinus, mild inflammatory cell infiltration of few plasma
cells, and no specific findings, such as autoimmune pancreati-
tis (Figure 1(j)). There were no malignant findings in any of the
organs.

The patient met the 2022 American College of Rheuma-
tology/European Alliance of Associations for Rheumatology
classification criteria for granulomatosis with polyangiitis
(GPA) with a total of 10 points; 5 points for PR-3 ANCA pos-
itivity; 2 points for chest imaging showing nodules, masses,
and cavities; 2 points for biopsy showing granuloma; and 1
point for imaging showing inflammatory and infiltrative shad-
ows in the paranasal sinuses. Histological findings included
both enlarged lacrimal glands and the pancreas containing
granulomatous lesions. IgG4-RD, other autoimmune diseases
such as sarcoidosis, and infectious diseases such as mycobac-
teria infections were considered as differential diseases. IgG4-
RD was considered to be negative because there was no
increase in IgG4-positive cells in serum and tissue. Sarcoido-
sis was considered to be negative because ACE was normal,
and there was no lymphadenopathy including in the hilar
region of the lungs on chest X-ray and CT, although it was
difficult to completely rule it out based on pathological find-
ings. Mycobacteria infections were considered to be negative
because of negative cultures and the interferon-gamma release

Kawajiri et al.

Figure 1. Physical findings, image, and pathological histopathology of this
case.

(a, b) Enlargement of both lacrimal grands was found 4 months before
admission. (c) Mucous thickening of the left maxillary sinus was found on CT
at admission. (d—-g) Contrast-enhanced CT and PET-CT were taken 2 months
before admission. Both lacrimal glands were swollen (d). FDG was
accumulated to the lacrimal grands (e), the lungs (f), and the pancreas (g), and
each maximum standardised uptake value was 4.76, 7.65, and 8.71,
respectively. (h—j) Pathological findings of the lacrimal gland, the lungs, and the
pancreas. There were no malignant findings in any of the tissues. Lacrimal
gland (h): HE-staining; formation of granuloma with giant cell infiltration was
occasionally observed. Infiltration of inflammatory cells, mainly plasma cells,
were observed. No vasculitis was observed. Lung (i): HE-staining; alveolar
walls were fibrous and thickened, and inflammatory cells, mainly lymphocytes
and neutrophils, infiltrated. The alveolar epithelium was swollen. Foam cells
and histiocytes were concentrated in the alveolar space. There was no
vasculitis. Inflammatory images with granulomas were observed. Pancreas (j):
HE-staining; pancreatic acini were mildly atrophic. Inflammatory cells were
mildly infiltrated, but plasma cells were unremarkable. There was no evidence
of autoimmune pancreatitis.

assays, and there were no caseating granuloma. Based on these
results, we diagnosed the present case as GPA. On the 8th
day, we started 60 mg/day of daily prednisolone, and ritux-
imab (RTX) 500 mg/body/week was started on the 12th day
of admission. RTX was administered three times in total.
After the start of treatment, general fatigue and lacrimal gland
enlargement disappeared, PR3-ANCA and CRP became nega-
tive, nodular shadows in the lung disappeared, and pancreatic
enlargement improved (Figure 2(a—f)). In addition, at admis-
sion, the Birmingham Vasculitis Activity Score V.3 was 9
points, all new/worse disease: 2 points for weight loss, 4 points
for adnexal inflammation, and 3 points for nodules or cav-
ities. After treatment, the score on Day 126 was markedly
improved: O point. The Vasculitis Damage Index scores at
admission and on Day 126 were both 0 point. Over the last
18 months, the patient has continued to improve, except for
occasional sinusitis, and the dose of prednisolone has been
reduced to 2 mg/day.

Discussion

Our patient had GPA with both pancreatic and lacrimal
gland lesions. Pancreatic lesions with GPA are an impor-
tant organ lesion that may directly relate to life prognosis,
since deaths can occur from acute pancreatitis. Conversely,
although lacrimal gland lesions are not directly related to
life prognosis, we suggest they are important from the view-
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Figure 2. Changes of imaging before and after treatment.

(a, b) Chest x-ray at admission (a) and on Day 126 (b). The nodular shadow was
markedly improved. (c, d) CT of the lungs showing nodules on Day 4 (c) and
the nodules had disappeared on Day 69 (d). (e, f) CT of the pancreas 2 months
before admission (e) and on Day 69 (f). Pancreatitis was improved.

point of early detection of GPA. We searched the literature for
reports of other cases of AAV with pancreatic and/or lacrimal
gland involvement.

The 20 cases from 19 reports of AAV with pancreatic
involvement (12 cases of GPA, 5§ cases of MPA, 1 case of
EGPA, and 2 cases diagnosed merely as AAV) are shown in
Table 1. Of the 19 cases described with imaging findings, 13
cases had masses, 12 cases had pancreatic enlargement, 3 cases
had cystic lesions, and 5 cases had obstruction or dilation of
the main pancreatic duct or common bile duct (findings were
overlapping in some cases) [2-15, 17-20]. Needle biopsy for
pancreatic lesions was attempted in seven cases [2, 3,7, 8, 12,
14, 19]. Vasculitis on needle biopsy was reported in one case
[2], five cases did not have specific results [3, 8, 12, 14, 19],
and one case was not successfully biopsied [7]. In one case in
which specific results were not found by needle biopsy, vas-
culitis was confirmed after pancreatic resection [12]. On the
other hand, vasculitis was found without needle biopsy in four
cases after pancreatic resection [4, 11, 15], and in two cases
in postmortem autopsies [16, 17]. Therefore, in considera-
tion of accurate diagnosis, needle biopsy is thought to be not
so sensitive, and surgical resection is thought to have better
sensitivity. Two cases with pancreatectomy were negative for
ANCA, but were suspected of pancreatic cancer because of the
pancreatic masses, and there were no AAV symptoms outside
the pancreas [11, 15]. Of the 20 cases, 16 were treated with
immunosuppressive therapy [2-7, 9, 10, 12-16, 18-20]. Of
the 12 cases that had description about the effect of immuno-
suppressive treatment on pancreatic lesions, 8 cases showed
reduction or remission of pancreatic lesions [2, 6, 7, 10, 13,
14, 19, 20]. In four cases of acute pancreatitis, there was
relapse in one case and three cases became worse, and two
of the patients died of sepsis or disseminated intravascular
coagulation [3, 9, 16, 18]. In one case, the pancreatic lesion
disappeared without treatment [8].

Regarding treatment for pancreatic lesions, intravenous
cyclophosphamide was used in two cases, both of which
had resolution of pancreatic lesions [7, 13]. Oral cyclophos-
phamide was used in two cases; pancreatic lesions were

resolved in one [10] and there was remission in the other,
although there was no clear description about pancreatic
lesions [14]. Of the four other cases treated with cyclophos-
phamide without any description of the route of treatment
(orally or intravenously), one showed almost complete remis-
sion of pancreatic lesions [19], two cases showed the appear-
ance of pancreatic lesion after cyclophosphamide treatment
[3, 18], and one case showed worsening of renal lesions but no
treatment effect was described for pancreatic lesions [5]. RTX
was used in three cases [3, 5, 6]. One case was treated with
prednisolone 1 mg/kg/day and cyclophosphamide, but devel-
oped symptoms of pancreatic lesions, and subsequently died
of sepsis, despite twice being treated with RTX 1000 mg [3].
One case was treated with prednisolone 250 mg/day, but pul-
monary lesions worsened, and cyclophosphamide worsened
renal lesions, but RTX decreased PR3-ANCA [5]. One patient
was a young female so was treated with RTX instead of
cyclophosphamide during steroid tapering, but she developed
bilateral otitis media [6].

The 12 cases of AAV with lacrimal gland lesions (10 cases
of GPA and 2 cases of EGPA) are shown in Table 2. Lacrimal
gland lesions were bilateral in seven cases and unilateral in
five cases. In all except one case, lesions other than perior-
bital lesions were observed [21-32]. Lacrimal gland biopsies
were performed for nine patients, eight of which showed AAV-
specific findings such as vasculitis or granulomas, and one
showed no specific findings [21-23, 25-29, 31]. Immuno-
suppressive therapy was used in 11 patients, 10 of which
showed improvement of lacrimal gland lesions, but 1 patient
did not show improvement of lacrimal gland enlargement
[21-28, 30-32]. In addition, among the reported cases of
AAV with lacrimal gland enlargement, there were also cases
in which IgG4-RD was thought to be complicated with GPA
or EGPA [33, 34]. Therefore, in order to differentiate whether
the lacrimal gland lesion is due to AAV or a complication of
IgG4-RD, it is necessary to perform both biopsy and blood
examinations.

In our case, the patient’s pancreatic lesion was enlarged
with low contrast areas, and needle biopsy did not find specific
tissue for AAV. After treatment with RTX in addition to pred-
nisolone, the pancreatic enlargement improved (Figure 2).
These features were common with previous reported cases
of pancreatic lesions in GPA. It is very important to distin-
guish lacrimal gland lesions from IgG4-RD. On pathological
examination of our patient, the peripheral blood IgG4 level
was normal, and the number of IgG4-positive cells was neg-
ligible, so we could clearly rule out IgG4-RD. There have
been no previous reports of AAV with both pancreatic and
lacrimal gland lesions, so our case is considered to be very
rare.

Completely distinguishing this condition from sarcoido-
sis is considered to be very difficult. However, sarcoidosis
could ultimately be denied because the ACE was normal:
there was no lymphadenopathy including in the hilar region
on chest X-ray or CT. Further accumulation of cases is
needed.

In conclusion, this is the first report of GPA present-
ing both lacrimal gland and pancreatic lesions. RTX was
effective for GPA with both lacrimal gland and pancreatic
lesions.

$20Z Jaquieoa( | | U0 Jasn uiung-nyoyry 1ep-ey| ewelexep Aq G481 £8//9908BXJ/I0IW/SE0 L 0L /I0p/3|o1e-80UBAPE/IIW/WOo dNo"olWapeoe//:sdiy WoJll papeojumoq



Kawajiri et al.

Downloaded from https://academic.oup.com/mrcr/advance-article/doi/10.1093/mrcr/rxae066/7831845 by Wakayama |ka-dai Kihoku-Bunin user on 11 December 2024

(penunuoo)
(uonerado)
SOI[NOSEA pUE UODBW
-Wepul snojewo[nueisd dorpunel pue ‘ssewr (+102)
\ 20 VONV-d/OdIN aN pasn 10N UM SISSBW J1JOIOIN QUON ‘ssa001d areunU) 1/89 ‘v 12 SUOY] 11
(uonerado) snimnosea
pue ewonueid Jurpest ($102)
Vdo aN pasn 10N -1ed & qaim ssewr o110109N] UON SSBIA! W/LS ‘v 12 STIUOY] 01
10mp 9[1q
UOWIWOD [eISIp 943 (§107)
AVVY VONV-OdIW + Ad pue XD ‘0D aN 243 pue Aoupny sON JO SISOU93S pue SSEIN /LS w2 91g °d 6
snnearued
VAN VONV-OdIN - 09 aN Asupry 21nde pue JurEmg a9 (§107) w12 epll 8
BAIB PIOUBYUD
(VNA) Aj100d pue
VAN VONV-OdIN aN pasn 10N sineasdoued ogadsuoN Asupry ‘Gung ‘sassew ‘Guijfomg W/TL (9107) "1 12 epI] L
3onp onearoued
utetts ay3 yo uon (6107)
VAN VONV-OdN + ADAI pue DO [njssaoonsun sem YN Loupry pue Sun -e1e[1p ‘Surms W/TL ‘#v 30 BNZNg 9
XY Sun| 3545 pa[|y-pinyy pue
Vao VONV-D/€4d + pue ‘Zv ‘09 aN puE ‘yanou s 9soN adueyd Asuop-mo] d/7T (6107) epraos S
pue[3 pnoied pue
Ad pue ‘unys ‘quiol ‘oarou [e1d snnearued (1200)
Vao VONV-£4d aN XI¥ XD DD aN -ydurad Aoupry ‘Gun pue Surmg d/6v ‘P 12 3qTeD) 14
(uonerado)
spiydoursos ur asearout
prrar e s m—@mm®> pale]
-0SI UTYIIM SIOAB] UNISE[d aaou [eroydirad (1200)
Vdod VONV-OdIN aN b o) JO TWONONIISIP [BI0,] pue ‘osou ‘ewryIsy uo1sa] o1ISK>0pNasg W/Z9 "D 12 TSTATRIN] ¢
X1 (VNA) 1[92 3ueuijew ou snnearued (1202)
Vdo aN - pue XD ‘DD s uraned snnearueg 3SON 21NdE pue SSeJ /8¢ *|p 12 TP1RBSATY 4
(VN) so1ra1re-azIs-[[ews
ur [[EMm IB[NOSBA
JO Jposnuwr yloows Surjams pue (T207)
AVV VONV-OdIN + ZV pue DO parnidni Ajrem3aiiy Asupny pue un] SSBW £JISUIP-MO] /L9 *|p 19 epewIR] 1
(VN4) uonenyyur [j20
A10)RWIWERUI P[IW ‘TUIOR pue[S [ewiioe| BIIE ISEIIUOD Ised
Vdo VONV-£4d + X1 pue DD oneamoued Lydone piiy pue ‘Sunj ‘asoN -mo[ ‘Jurjjoms /29 mo
sisouSer(q VONV JudUNBII) JudUN AL, seanued jo A3ojoyreg suoisa] uegio PO uolIs3[ dneaUL] X9 /183X (1eak) J0tPNy  asen
0 ssou
-oNﬁou&m

'SuoISe| oneasoued UM AYY JO sese) ‘L ajqer



Granulomatosis with polyangiitis with lacrimal gland enlargement and pancreatic swelling

Downloaded from https://academic.oup.com/mrcr/advance-article/doi/10.1093/mrcr/rxae066/7831845 by Wakayama |ka-dai Kihoku-Bunin user on 11 December 2024

*paquiosap Jou ‘N ‘sisaroydewsed ‘g ©rexanoyrow Y N Quuidoryieze ‘zy oprweydsoydodLo snousaenur XOA] prweydsoydo(dLd XD (prodnrosoon|3 ‘Ho fsnarjjpw sazaqeIp ‘N

unys pue ‘Aoupry ‘un|

1545 pue

(0661)

VdO aN + AD pue DH aN “xufreyd res ‘9soN snneanued anoy W/LS ‘v 12 dway] 0T
aazau Jesoydirad 10Np 9[Iq UOWWOD
pue xeay ‘prordyy pate[ip pue ‘(| (z661)
Vdo + AD pue DD (VNA) aN “Aaupry ‘Guny T3 ‘9sON ad4y ‘ssew ‘Gurfomg W/T9 17 12 [PNL.O 61
3onp onearoued
JO JuswadIe[Ud
pue snnean
-ued snojewapao
PUOIG "sREaId (L661)
VdN VONV-O - AD PUE DD aN Loupny -ued oynde sILg /e 1v 32 £oudg 8l
(Asdoine) SUOISI] ASUIP-MO]
SII[NOSEA ‘STIIIBaID ua9[ds pue ‘sunearued ($007) "fv 12
Vao VONV-£4d aN pasn 10N -ued SursnoINdu ISNYFI( pue Loupry ‘Juny ‘reg amoe Fulpms /S9 rysedeqnsiey L1
(Asdoine) snrnosea
03 9np JNSSII dIBIID (s002)
VAW VONV-OdIN - 09 -ued oy jo ssomou Ay ureiq pue Loupny ‘Sung aN d/v8 ‘Iv 32 yongeser 91
(uoneiado) sjassaa
POO[q 9ZIS WNIPaUI-[[eus
JO [[em 9Y3 JO UOIONIISIP 3onp duearoued
XIN PUE SISOIDU [AIM TOT urewr Y3 jo uon (£002)
Vdo aN pue XD ‘DD -BWWE[JUI SNOJBWO[NURIL) SUON -dON11SqO puE SSEIN 1/8% ‘|p 12 1zZRUL] ST
(VN:) £oueuSiew uors9|
JO 90UIPIAS OU YIIm pasenuane (1102
Vao VONV-€4d + ZV Pue ‘XD ‘09 s[> A1ojewwreyu]  Aduppy pue ‘Fun| 9soN -od4y ‘Gurpjoms 4/09 P 12 BMEYD vI
jutof pue ‘urys (T1027)
VdO VONV-D/€4dd + ADAI PU® DO aN “Koupry ‘Sunj ‘osoN SSEIN /8L ‘v 32 uojiueH €l
(uonerado) s[ed
jueld pue sewo[nueId
‘SISOIOU PIOULIQY YIIM
sninoses (YN (22 (€107)
Vao VONV-€4d aN ZV PUE DD [eard43e noyim sy Te3 pue 3soN ssew pue Jur[ms 4/29 [P 12 BASLID[RA 4}
sisouger(q VYONV eI JUSUN BT, seanued jo 4A3ojoyreg suoIsa] uegio LY UOISI] dNBIIDUB] X3S /Tedx (1edh) 10tPNYy  9se)
0 ssou
-ohuuotm

(PenuIUOD) 'L 31qeL



Kawajiri et al.

Downloaded from https://academic.oup.com/mrcr/advance-article/doi/10.1093/mrcr/rxae066/7831845 by Wakayama |ka-dai Kihoku-Bunin user on 11 December 2024

(panunuoo)
sewo[nueid (8007)
XAJI pue Tepnoseariad yim alen Kaupry Surfjams pue ‘P 12 731131I00)
Vo + O-INLL ‘AD ‘DD -[gur proasoewsejdoyduwdy pue ‘Guny ‘xudie| 9soN| uonen[yul [eI1Ae[ig A/ -ZUNIBIN 8T
spue[3
urol [ewiLIoR] ?BNWHEM:
snidue snojewo[nueid pue ‘unys ‘oarau [e1d 1M BUWISE[OYIUERX (0102)
Vao VONV-€4d + ZV pue ‘XD ‘09D pue SuIsnoIIN -yduad £oupry ‘9soN [eqadred [eaoreqig 4/29 1P 12 O]]°H LT
S[[92 1uerd
(1M UOIBWWE[JUI SN0} (0102)
vdod VONV-d + 9}9) -ewolnueis oriydoursoy up[s pue ‘asou ‘ewWyIsy Sui[joms [eiare[iun A/4T ‘v 12 BlEMpUBYD] 9T
SnI[noseA snojewo[nuelsd
Suisnoidau yim (1102)
VdO VONV-O/€dd + AD PUE DD ONSSH JE[0aTE-01qL] Sunj pue 950N Surms [ere[ig /LT Iv 32 EUUEYR] Y4
urol
pue ‘unys 9AIaU [BI1d (T102)
Vaod VONV-OdN + DI pue DD aN -yduad ‘esou ‘eurpsy Surpas Tersre(ig W/TL ‘v 12 olueH T
sarenyui o1jiydoursos
SAISUIIXI YIM SIIND
-seA snojewo[nuels 31910 Jo SuruadIy} (9102)
vdo VONV-D/€Ud + X1Y4 pue DO Sursnorau J1nudoIdUy urol pue reg anssi 3Jos [erale[Iun) d/.8 ‘v 12 TweeH-[y €T
150§ d110103U
[IIM UOTJEUWIWE[JUT SNOY (£102)
Vdo VONV-€Ud + XD pue DH -BWO[NUEBIS IB[NISBALID] Koupry Surfjoms [e1a3e[IUN) W/9S *Jp 12 SOLIOIN 4
$2IN30N1S
Ie[npue[d [ewiou Jo
UOTIONIISIP YIM UOTIEW SSEW [BI2)E[IUN pUE (2207)
vdo VONV-J/OdN + X1 pue DD -WEul OIUOIYD-UO0-INdY QUON Surfoms [e1ae[ig il ‘jv 12 oxepedg 17
s[[9o ewse[d jo unsisuod
AJurewr uonBI[YUI [[33
Aro1eWwIWEjUI pUE UO}
-eI[gul [[90 Jueld Yaim searoued ased
Vdo VONV-Id + X114 pue DO UOIIBWIO} BWO[NURID) pue ‘Gun| ‘9soN Surfjoms [e1ae[ig W/T9 mQ
sisougerq VONV JUOUBII) JUOUN BT, pue[3 31910 JO 9pISINO uoIs9| belyia k) § (1eah) 10tPny  ase)
Jo ssou [ewLioe] Jo A30101peg SuoIs3] uedio YO pue[s [ewnde]
-AIdIPH

"uoIsa| puelb [BWILIOB| YHIM AYY JO S8se) g ajqeL



Granulomatosis with polyangiitis with lacrimal gland enlargement and pancreatic swelling

Downloaded from https://academic.oup.com/mrcr/advance-article/doi/10.1093/mrcr/rxae066/7831845 by Wakayama |ka-dai Kihoku-Bunin user on 11 December 2024

"paquIdsap Jou ‘N ‘eyde 10308] SIS0I0aU Inown3 “o-IN I, {qRWIXIFuI X ] rexanoyiaw X [N dutidonyieze ‘zy prueydsoydooLd XD prooniodoon|3 ‘o

(5861)
VdO aN + AD PUE D9 aN Aauppy pue 950N Surjjams [essre(iq /€T 1v 32 saxnog [43
anssiy Je[npue[d
UTYITM S[SSIA [[BUS
JO UOTIBUWIWIB[JUT [BD0]
[3IIM UOTJEUIWE[UT SIS (s661)
Vo - XD pue DH -orewo[nueId SuIsroIdIN 3un| pue asoN Suijjoms [eIae[ig N/0€ ‘|p 12 BZURT] 1€
Inowny
snoauagouwoy (1002)
Vao VONV-0/€4d + XD pue D9 aN Loupry pue Sun [esoze[tun 4/9T FLEZRIEE N 0€
S[[9
juerd juourwoad wcﬁmﬁ
-Uu0d pue[3 [eWLIOR] 33
Suroxnsap uonewweul
snojewo[nuerd A1a1re
[Tews & Jo [[em oY1 ur
a1en[yur A10JeWWEfUI
pue s1so1dau prouriqy 4q (8007)
Vao aN aN aN PISHIaIORILYD SHINOSEA Aoupry pue Sun Surppoms [esare(run) /08 Ip 12 13RIy 6T
sisouSerq VDNV AU LI JUdUN LAY, puels 3110 JO OpISINO uorsa| X3S /189X (1e2A) I0TPNY  2sBD)
Jo ssou [ewLioe] Jo A30101peg suoIsa] uegio PO pue[S [ewoe |
-OANIHH
(penuURUOD) g d1qeL



Acknowledgements

We acknowledge proofreading and editing by Benjamin Phillis
at the Clinical Study Support Center, Wakayama Medical
University.

Conflict of interest

None declared.

Funding

None declared.

Patient consent

Written informed consent for the publication of this report
was obtained from the patient by the corresponding author.

Ethical approval
Ethical approval is not applicable.

References

(1]

2]

(3]

(4]

(5]

(el
(7]

(8]

1

[10]

[11]

[12]

Grygiel-Gérniak B, Limphaibool N, Perkowska K ez al. Clinical
manifestations of granulomatosis with polyangiitis: key consider-
ations and major features. Postgrad Med 2018;130:581-96.
Yamada A, Harada M, Nobuoka T et al. Anti-neutrophil cyto-
plasmic antibody-associated vasculitis developing pancreatic lesion
and diabetes mellitus: a case report and review of the literature.
Tohoku ] Exp Med 2022;256:161-8.

Alesaeidi S, Hashemi-Amir SY, Piri SM et al. Fatal outcome of
rituximab in an ANCA negative granulomatosis with polyangi-
itis patient with acute pancreatitis and pancreatic mass. Curr
Rheumatol Rev 2021;17:2-3.

Marvisi M, Uccelli M. A huge pancreatic cyst in eosinophilic
granulomatosis with polyangiitis. Rheumatology 2021;60:4443.
Garbe N, Keyfer G, Schifer C et al. Pancreatitis as the leading
manifestation of granulomatosis with polyangiitis: case report and
review of the literature. Pancreas 2021;50:e85-8.

Sowida M. Granulomatosis polyangiitis. BMJ] Case
2019;12:228693.

Suzuki M, Okata H, Sakata H ez al. Microscopic polyangiitis mas-
querading as a pancreatic neoplasm with multiple lung metastases.
BM] Case Rep 2019;12:¢230356.

lida T, Adachi T, Tabeya T et al. Rare type of pancreatitis as the
first presentation of anti-neutrophil cytoplasmic antibody-related
vasculitis. World ] Gastroenterol 2016;22:2383-90.

lida T, Amari Y, Yurugi T et al. Myeloperoxidase antineutrophil
cytoplasmic antibody (MPO-ANCA )-associated glomerulonephri-
tis with acute pancreatitis: a case report. Nihon Jinzo Gakkai Shi
2015;57:783-8.

De Bie AJR, Dekker MJE, Vermeulen Windsant IC et al. Think-
ing beyond the mass: ANCA-associated vasculitis mimicking a
pancreatic malignancy. Neth | Med 2015;73:341-4.

Kontis E, Papalexopoulou N, Zen Y et al. Isolated primary
pancreatic Wegener’s granulomatosis: report of two cases. JOP
2014;15:403-6.

Valerieva Y, Golemanov B, Tzolova N et al. Pancreatic mass as
an initial presentation of severe Wegener’s granulomatosis. Ann
Gastroenterol 2013;26:267-9.

Rep

[15]

[16]

[17]

[18]

[19]

[21]

[22]

[24]

[25]

[26]

[29]

[30]

[31]

[32]

[33]

[34]

Kawajiri et al.

Hamilton L, Gaffney K, Andreou A et al. Delayed presentation
of Wegener’s granulomatosis with pancreatic involvement. Int |
Rheum Dis 2011;14:e54-5.

Chawla S, Atten M]J, Attar BM. Acute pancreatitis as a rare initial
manifestation of Wegener’s granulomatosis. A case based review of
literature. JOP 2011;12:167-9.

Tinazzi I, Caramaschi P, Parisi A et al. Pancreatic granulomatous
necrotizing vasculitis: a case report and review of the literature.
Rheumatol Int 2007;27:989-91.

Haraguchi K, Gunji K, Ito Y ez al. Extensive pancreatic necrosis in
microscopic polyangiitis. Clin Exp Nephrol 2005;9:326-31.
Matsubayashi H, Seki T, Niki S et al. Wegener’s granulomatosis
with onset of acute pancreatitis and rapid progress. Pancreatology
2001;1:263-6.

Berney T, Persoz C, Leski M et al. Antineutrophil cytoplasmic
antibodies and acute pancreatitis. Pancreas 1997;15:106-7.
O’Neil KM, Jones DM, Lawson JM. Wegener’s granulo-
matosis masquerading as pancreatic carcinoma. Dig Dis Sci
1992;37:702-4.

Kemp JA, Arora S, Fawaz K. Recurrent acute pancreatitis
as a manifestation of Wegener’s granulomatosis. Dig Dis Sci
1990;35:912-5.

Spadaro JZ, Sinard ], Habib L. Bilateral dacryoadenitis as the
initial presentation of ANCA-associated vasculitis in a pediatric
patient. Orbit 2024;43:231-5.

Morros HB, Subira O, Gallego MG ez al. Ulcerative granu-
loma of the eyelid as the initial manifestation of granulomatosis
with polyangiitis (Wegener’s granulomatosis): a case report. Orbit
2017;36:243-6.

Al-Hakami H, Al-Arfaj AS, Al-Sohaibani M et al. An eosinophilic
variant granulomatosis with polyangiitis involving the dura, bilat-
eral orbits, and mastoids. Saudi Med ] 2016;37:690-3.

Hanioka Y, Yamagami K, Yoshioka K et al. Churg-strauss syn-
drome concomitant with chronic symmetrical dacryoadenitis sug-
gesting Mikulicz’s disease. Intern Med 2012;51:2457-61.
Khanna D, Shrivastava A. Suppurative dacroadenitis causing ocu-
lar sicca syndrome in classic Wegener’s granulomatosis. Indian |
Ophthalmol 2011;59:151-3.

Khandwala MA, Vayalambrone D, Ong ] et al. Dacryoadenitis as
a presenting feature of the Churg Strauss syndrome. Eye (Lond)
2010;24:385-6.

Hello M, Barbarot S, Masseau A et al. Xanthelasma associ-
ated with Wegener’s granulomatosis. Ann Dermatol Venereol
2010;137:107-10.

Martinez-Gutiérrez JD, Mencia-Gutiérrez E, Gutiérrez-Diaz E et al.
Bilateral idiopathic orbital inflammation 3 years before systemic
Wegener’s granulomatosis in a 7-year-old girl. Clin Ophthalmol
2008;2:941-4.

Kiratli H, Sekeroglu MA, Soylemezoglu F. Unilateral dacryoadeni-
tis as the sole presenting sign of Wegener’s granulomatosis. Orbit
2008;27:157-60.

Valmaggia C, Neuweiler J. Orbital involvement as the first manifes-
tation in classic Wegener’s granulomatosis. Orbit 2001;20:231-7.
Lanza JT, Ku Y, Lucente FE ef al. Wegener’s granulomatosis of
the orbit: lacrimal gland involvement as a major sign. Am |
Otolaryngol 1995;16:119-22.

Boukes R]J, Vries-Knoppert WA. Lacrimal gland enlargement as
one of the ocular manifestations of Wegener’s granulomatosis. Doc
Ophthalmol 1985;59:21-6.

Akiyama K, Yonezaki M, Dobashi H et al. Case of EGPA and
eosinophilic chronic rhinosinusitis concomitant with IgG4 related
disease. Nihon Jibiinkoka Gakkai Kaibo 2017;120:123-30.
Della-Torre E, Lanzillotta M, Campochiaro C et al. Antineutrophil
cytoplasmic antibody positivity in IgG4-related disease: a case
report and review of the literature. Medicine 2016;95:e4633.

$20Z Jaquieoa( | | U0 Jasn uiung-nyoyry 1ep-ey| ewelexep Aq G481 £8//9908BXJ/I0IW/SE0 L 0L /I0p/3|o1e-80UBAPE/IIW/WOo dNo"olWapeoe//:sdiy WoJll papeojumoq



Modern Rheumatology Case Reports, 2024, 00, 1-8, DOI: https://doi.org/10.1093/mrcr/rxae066, Advance Access Publication 23 October 2024,
Case Report

© Japan College of Rheumatology 2024. Published by Oxford University Press. All rights reserved. For commercial re-use, please contact reprints@oup.com
for reprints and translation rights for reprints. All other permissions can be obtained through our RightsLink service via the Permissions link on the article
page on our site—for further information please contact journals.permissions@oup.com.

$20Z Jaquieoa( | | U0 Jasn uiung-nyoyry 1ep-ey| ewelexep Aq G481 £8//9908BXJ/I0IW/SE0 L 0L /I0p/3|o1e-80UBAPE/IIW/WOo dNo"olWapeoe//:sdiy WoJll papeojumoq



	Granulomatosis with polyangiitis with lacrimal gland enlargement and pancreatic swelling: A case report and a literature review
	 Introduction
	 Case presentation
	 Discussion
	Acknowledgements
	 Conflict of interest
	 Funding
	 Patient consent
	 Ethical approval
	References


