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WITH ROHEUMATOID ARTHRITIS
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Ahstraci - Wegeners Gronelomatosis is o necrotizing
primelamatons  vasculitls irvelving  small and medivm sized
The clasiically  defined  as having
Tnvalvement of Kideey, lungs and wpper respivatory trac (Le,

wensely. symdrome 0N
sinnses), Wegener's Gramulomalosis may be presend in other
duteimmune oF  inflanematory diseases, particularly  svslemic
fupris erythematesis  (SLE), bat most frequently has been
iasoeimied with pofrarteritiv and plumeralomepiiritis.

W present @ case of wegener’s Granulomatosis (WG) in g
middle upe v with Rheumatoid Artlritic (RA); and discuss
tie fengelication of these Dae condifiony co-existing in one patiant,

As fur s owe ure aware, through medline and internel
thiv iv probably the fourth  case  with
and  NA

Presentation of new pncoptrollable sigr and svmptoms, in oo

rexenroh, such  an

aasociation of G and  the fiest one o Jean.
previously well controlled KA palient, miphl spggest @ new
overluppiny syndrome ke Wegener™s Gramlamtoats bevides fo
flare up of previows disease as g differentiol diagresis.
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INTRODUCTION

Wegener's  granulomatosis (W) soa small 1o
medium wvessel  vasculitis with extravascular
manmfestations (1,25

Although any anatomic area can be affected by
Woepener's Granulomatosis, the three most common
sites of involvement are the Sinuses and upper aimaay,
the Tung; and the kidoeys (1)

Sinusitis present at initial presentation in about one
falf te twe thivds of patients with WG and i seen in 85
prrcent al cases during the entire course of the disease,
hut pulmonary manifestations occur in 45 pereent of
cases al presentation and in 87 percent during the
course of the discase (L3

The commeon radiologic Ondings are
pulmonary  infiltrate {6753 and  npodules (389
Pulmonary nodules in WG are vsually multiple and
bilateral and often  cavitate (50%). Less  common
pulmonary manifestations of WG include  pleoral

111051

effusion,  diffuse  Pulmonary  hemorrhage,  and
mediastingl or hilar lymph node enlargement or mass
{3).

Morphatogically, the upper respiratory tract lesions
range from mucosal granuloma toe uleeration and in the
lungs, from dispersed focal necrolizing granuloms to
nodules that may undergo cavitation (2.

Microscopically, the granulomas reveal a peographic
pattern of necrosis rmmed by ymphooetes, plasma
cells, macrophages, and variable numbers of giant cells,
In association with such lesions there is a necrotizing or
grapulomatous vasculitts of small and some times larger
arterics and  veins, ceortainly  creating a mare  than
superficial resemblance 10 a tubercle, Thues the mgjor
pathologic differential diagnosss s oveobacterial or
fungal infection.  Lesions may  ultimately  undergo
progressive fibrosis and organization (2.

A definitive diagnesis requires  adequate  Lissue
Biopsy of either lung or kidney. Tests for opoplasmic
Anti-neutrophil cytoplasmic  Antihody  (c-ANCAY are
positive in Q0% of patients with renal involement and
T0% of paticnts without renal discuse at presentation
(L4 Patents are (reated with 2 combination  of
Cyclophosphamide (hoth PO oand [V, Metothrexae
and predmsolone (1,2,3,50.

The mortality of untreated WO approaches 100%,
Eighty percent of the patients dis within 1 year (2.

Wii may be present in othor autoimmune  or
inflammatory  diseases, particalarly  systemic  lupus
erythematasis (SLE), bul most [requently has been
associated with polyarteritis and glumerulonephritis (4],

W describe a patienl who presented ot the age o
35 with rheomatoid arthris (RA) and two years later
developed features of Wegener's granulomatosis,

Case report

A ST wear old howsewile, married and hailing from
Tehrun was referred oo this centre with the chicl
complaint of chronic cough of 2.5-3 months duration.
She wus @ known cuse of nugraine headache lastimg 10
years and RA lasting 2 years,

Patients HA was diagnosed 2 years hack with
complaints af Joints pain (especially the bip ol knees),
morning stitfness, posteee rheumatic factor (7 and
radinlogic evidences of Juxta-articular osleoporosis.



Wegener's grnmllomam;sis

Fig. 1. Bilatcral mulinodular mfiliration

Fig. 2. Meeradizing granulomatous mflammation = 400
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Fig. 4 Vascular channels inliltraled with inflammatorny cells (vasculitis) = 400

Fig. d. Mecratizmg granulymatous inflammation % 30
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Wepener's pranulomatosis

Her present complaints started 5 months belors her
addmission, when afler Olling a decayed woth by demist,
a nasal stuffiness, right car pain and decreased hearing
wis noticesh. She was referced 10 an otolaryngologist,
her prednisolone dose was mereased (o 15mgil, but no
ipresement ensued. Three manths prior te admission,
the patient developed a prodoctive cough (with whilish
thin praradent sputanm) with accasional blood streaks in
sputam, associated with Jow grade fever, night sweating
andl weight loss. Chest w-ray revealed hilateral multiple
puimonary nodules (Figo 1) for which she was referred
lo the infectious discases unit.

There was no history of other autimmune discases
in the puticnl and her fanaly, She bas been Llaking the
following drugs for management of "RA" the past 2
:r'l!i-'lrﬁ.'

Metotrexate: 7.5my per week

Precdnisolone: 3mg, PO, daily

Chloroguine: 2530mg (salty, PO, daily

Amitripiyine: 23mg, PO, Ohs

Physical examination done at the tme ol admission
revealed a temperature of 30077 ¢ o Blood pressure of
[T mmlig, a pulse rate of 120 beatsmun, and o
respirstory rale of 200min. Fler lungs were  clear
hilaterally.  Test of  examination unremarkable
ercept tor mikd right apper quadrant tenderness,

The walues  obtained  during  initial - boratory
CRANUMLION  werw [ollows: WEC coum, 85900
cells/mm with 727 pranulocytes; hemoglobin, S8 ol
Hematorit, 287%; Retic count, 16% and platelet
count, FA0000 cellsimm-®.

The Ervirocyte sedimentation rate was clevated at
120 mimyh, and C Reaclive protein reported positive.

Waork up for her anemia revealed a scrum Iron
iter, 10 mgadl (Normal range: 40-1400 and total fron
Bincing capacity, 200 ppidl (Normal range: 230-4607],

Liver and Tyroid function tests revealed norn

Wils

il5

witlues.

Ulrine analysis was normal and cultures of urine and
Blood were negative,

Spatam and Crastric lavage smear [or acid o8
bacilli were nepative, Rbeumatoid  Factor (latex) waos
positive, ANA, LE cell and oot double strand DNA
wre negative, Tubercaline 1est was 5 mm.

[Legarding  history,
Lahoratory data, following differential diagnoesis were
ci: Mocardiosis, Actinomycosis, Tubereuloss,
Wesener's Dranulomatosis, Rheumaieid lung nodule
and fungal discases such as cryplococcuss, Aspergilloss,

tthologie repert of OTaoided leng Bopsy from
ome of the peripheral nodules was compatible with
“luberoalo s, trialoant TUH. drugs was started
while working up the patient for other differentil

physical  examination and

comsicde

diagnosis.
Lack of proper response teoant TR drogs,
recepving  positive C-ANCA titer (171600 with
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subsequent  raising Uter associaled  with radiologist’s
eport of  panpsinesitis  in imagings,  resulted  in
considering WO at the wop of the st of differential
diagnosis.

Meanwhile patient developed renal invelvement as
depicted by hematuria, pyuria and granalar and hvaline
casts on repeated urine analyses,

Pathology of the pulmonary nodule biopsy again
was reviewed by the same pathologist, The second
review of pathology specimen was more compalible
with  "Wegener's  Granulomatosis” - rather than
tuberculoss, Treatmenl of WG was started by mueuns
of oyelophosphamide  {(30-100mgfd) and  prednisolone
rhlmgsd) aller persuading consultant rhewmatalogists,
but durmg hospital course patient deseloped  plearal
effusion  and  tracheal  stenosis associated  with
respiratory distress, and so, was transferred 1o L
bt anfortunately, despite of treating with high dose
intravenous  pulses of  methylprednisolone,  developed
poeumathorax under artificial ventilation and died,

Mecropsy from lung and kidneys were compl
comipatible with vasculitis and groulomatous changes in

lung  necropsy  Specimens,  resembling Wepener's
granulomatosis. (Fig 2.3,4)
DISCUSSION
OIn ariginal  presencation, this patient fitted  the

accepled diagnostic criteria for Rheomatoid  arthricis
arthritis in a number of peripheral jonts, posit
Fheumatoid  factor and  Radiologic evidenees of
Justarticular sleoporasis),

Two years latter she developed respiratary and renal
lypical  of  wegener's  granulomatosis,  The
combination of RA and wegeners granulomitoss m
one patient, based on medline and internel research,
has rarely been reported,

Crhashio et al (1992), Svirskig {1994) and Sturock
and co-workers (19747 have been reported patients with
rheamatond arthritis who developed WG (one patient in
cach report) (6,78)

It is possible that there may be a subgroup ol
paticnts with svstemic discases such as BA who gooon
o develop a small vessel vasculitis, whether wegener's
granulomatosis or a0 relined  sodrome (9 The
measurement of  C-ANCA S cin be helptul in
differentiating WG from the underlying diseases.

O the other hand, both wegeners granulomaloss
and  Rheumatoidd  artheitis may  lerminate in 2
peneralized nectrotizing arteritis, This as well as various
other  similarities thal differen

disease

indlicate these  wn
disease entities hase on an identical hyperergie reaclion
al the wascular wall {100, The pathological  faully

diggnosis as mentioned could be due L deep pathologic



resembliance of these bwo entilies.

Finally, we conclude that the messgrement
AMNCA I paticnts with RA and presentation of new
uncantrollable signs and symploms mighl be sensitive
methocd in detecting carly vasealitic discase.
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