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Ozet

Olgumuz 13 yi1l dnce tani alan, yaklasik 1,5 senedir takipsiz
olan, hastalik aktivasyonu ve sol boyunda sislik sikayetiyle aile
saglig1 merkezine basvuran 32 yasinda kadin hasta. Fizik muay-
enede her iki servikal alanda sagda daha belirgin olmak iizere
biyiikligi yaklasik 2x1 cm, yumusak kivamli, hareketli, agrisiz
LAP’lar tespit edildi. Hastadan bu sisliklerin 1,5 aydir devam
ettigi, ¢esitli antibiyotikler kullanmasina ragmen LAP’larda kiigiil-
me olmadig1 6grenildi. Aile sagligi merkezine bagvuran hastanin
alman anamnezi ve yapilan fizik muayenesi sonucu SLE Lenfad-
enopatisi On tanisiyla gerekli bilgileri igeren bir sevk notuyla Usak
Egitim ve Arastirma Hastanesi Genel Cerrahi Klinigi’ne sevk
edildi. Daha sonra hastanin yatirilarak tedavi gordiigli hastaned-
eki ilgili brans hekimleriyle ve hastayla iletisime gecerek yapilan
tiim islemleri takip edildi. Hastaya uygulanan tanisal iglemler ve
tedavileri hakkinda bilgilenme olanagimiz oldu. LAP eksizyon
orneginin histopatolojik tanisi lupus lenfadeniti olarak konuldu.
Bu vakalarda erken tani otoantikorlarin ve diisiik kompleman se-
viyelerinin saptanamamas: nedeniyle zor olabilmektedir. Olgu-
muzu LAP ile bagvuran hastalarda da SLE’nin de ayirici tanida
aklimiza gelmesi gereken bir patoloji oldugunu vurgulamak igin

literatiir bilgileri 15181nda tartigmay1 amagladik.

Anahtar Kelimeler: Sistemik lupus eritematozus, lenfadenopati,

geng kadin hastalar
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Summary

Systemic lupus erythematosus (SLE) is an autoimmune disease
that might be seen at any period of life regardless of age, gender, or
race, but it most frequently affects young female patients. SLE might
be observed to be together with the involvement of multiple organs
coursing with skin, kidney, hematologic, and musculoskeletal involve-
ment and responds well to the corticosteroids. Several symptoms and
findings during the course of the disease might be dependent on the
involvement of disease and they might also develop secondarily to the
therapies applied. SLE is rarely seen together with lymphadenopathy

(LAP) and this situation causes difficulties in diagnosis and treatment.

The present case was a 32-year-old female patient, who has been
diagnosed 13 years before, had no follow-up during the last 1.5 years,
and presented to the family health center with the complaint of disease
activation and swelling on the left side of neck. In medical examina-
tion, soft, mobile, and painless LAPs with approx. 2xlcm size were
observed in both cervical regions. The one located on the right side
was more remarkable. The patient stated that the swellings were there
for 1.5 months and no reduction was observed in LAPs although she
has taken various antibiotics. The patient was referred to Usak Educa-
tion and Research Hospital General Surgery Clinic with a referral note
containing the necessary information with the preliminary diagnosis
of SLE lymphadenopathy as a result of Anamnesis and physical ex-
amination taken by the patient who was admitted to the Family Health
Center. All the procedures were followed by contacting the relevant
branch physicians and patients at the hospital where the patient was ad-
mitted and treated. We had the opportunity to learn about the diagnostic

procedures and treatments applied to the patient.

The histopathologic diagnosis of LAP excision specimen was lu-
pus lymphadenitis. The early diagnosis might be very difficult in these
cases since the autoantibodies and low levels of complements cannot
be detected. The present case is discussed here in the literature in order
to emphasize that SLE is a pathology that should be considered in the
differential diagnosis for the patients presenting with LAP.

Key words: Systemic lupus erythematosus, lymphadenopathy,

young female patients
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Intoduction

Although the systemic lupus erythematosus (SLE)
is seen at every age and in every gender, most of the
cases are young female patients in the reproductive
age group ! ~?. SLE, which is a multisystemic di-
sease, might be observed to show different clinical find-
ings depending on the organ involvement. In a previ-
ous study, the initial symptoms of SLE patients were
reported to be fever (67%), arthritis (61%), skin lesions
(59%), and lymphadenopathy (LAP) (27.1%), another
study reported that the most frequently seen initial symp-

toms were serositis, polyarthritis, and malar rash .

The reactive follicular hyperplasia is a histopatho-
logical finding, which is observed in lymph biopsy at
most and can be seen at any phase. In the microsco-
pic analysis, the coagulation necrosis and typical he-
matoxylin particle might not be seen in all cases @. It is
aimed to discuss the present case together with a litera-

ture review in order to draw attention to SLE patients.

Case Presentation

The present case was a 32-year-old female patient,
who has been diagnosed 13 years before, had no fol-
low-up for 1.5 years, and presented to the family health
center with the complaint of disease activation and
swelling on the left side of neck. During her hospitali-
zation period, the results obtained from the full blood
test and biochemical analyses are as follows: HDL 27
I, WBC 3.53], lymphocyte 0.71 |, LDH 319 1, total
protein 8.5 1, Fe 48 |, and sedimentation 7. In medical
examination, soft, mobile, and painless LAPs, larger of
which was 2x1cm, were detected in both cervical re-
gions and the one located on the right side was more

remarkable. The body temperature of the patient were
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normal. Primary and secondary viral markers were ana-

lyzed for LAP etiology and no factor was detected.

Hepatitis markers, VDRL, CMV Ig M, EBV Ig M,
EBV IgG, EBV VCA IG M, Brucella, Gruber Widal
test, and TORCH panel test analysis results were found

as negative.

The patient stated that the swellings remained there
for 1.5 months and the LAPs didn’t reduce although the
patient took various antibiotics. In the systemic exami-
nation of the patient, no characteristic sign other than
photosensitivity in the facial region, weakness, and

joint pain was observed.

In neck ultrasonography (USG) images of the pa-
tient, many LAPs (the largest one on the right side was
22x9 cm and the largest one on the left side was 15x6
cm) were observed in the bilateral cervical jugular chain
and posterior cervical triangle. Since the ANA test be-
cause of the leucopenia was positive at 1/300 titer, the
anti-dsDNA analysis was performed. Anti-dsDNA and
ANCA examinations were also positive. The patient’s
existing diagnosis of SLE was confirmed because of
the presence of photosensitivity and leucopenia and the
positivity of ANA and anti-dsDNA.

The patient underwent excision for examining the
reason for LAP. In the macroscopic analysis, a capsu-
lated off-white/pink lymph node with dimensions of
2.2x2x1.2 cm was detected. In the microscopic analy-
sis, it was observed that the general structure of lymph
node was protected but there were increased vascula-
rity, inter-follicular immunoblast, plasma cells, kary-
orrhexis and necrosis regions containing neutrophils
at several points, and fibroid necrosis in small venous

structures (Figure 1-2).
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Based on the current morphology, and clinical and
laboratory findings, the case was reported to be lupus

lymphadenitis. Patient consent form was received.

Discussion

Although SLE is a multisystemic autoimmune di-
sease that courses with tissue damage arising from
the immune system, the beginning with lymph node
involvement is very rarely seen . The etiology is
not known exactly. Although it might be seen at any
age, it is most frequently seen among female patients
aged between 13 and 40 years and the female/male ra-
tio is 9/1. Among the patients applying with complaints
of chronic, progressive weakness and loss of appetite

symptoms, the immunological diseases (Kikuchi- Fuji-

Figure 1: Increased vascularity, inter-follicular im-
munoblast, plasma cells, karyorrhexis and nec-
rosis regions containing neutrophils at several
points, and fibroid necrosis in small venous struc-
tures (H&EX40).
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moto’s disease) such as SLE should be considered be-
sides the malignity and infectious disorders > 19 The
present case was a 32-year-old female patient, who pre-
sented to the family health center with the complaint of

disease activation and swelling on the left side of neck.

The hematological findings are observed in 50-75%
of patients, Coombs positive anemia in 30%, leucope-
nia in 20-40%, and thrombocytopenia in 50%. If in the
beginning, LAP is observed in 15-69% of cases. Be-
sides that, the frequency of initial symptoms is sorted
as fever, arthritis, skin lesions, and LAP, but it was re-
ported in another study that the most frequently seen
beginning symptoms are serositis, polyarthritis, and

malar rash Y. The lymph node involvement is rarely

Figure 2: Karyorrhexis and necrosis regions con-

taining inter-follicular immunoblast, plasma cells,
and (at several points) neutrophils (H&EX40)
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seen as an initial symptom in SLE and generalized LAP
is observed in retrosternal, mesenteric, and retroperi-
toneal regions. The present study has been diagnosed
with SLE before and her last application to the clinic
was because of cervical LAP complaint. Among the
SLE patients, the lymph node involvement is most fre-
quently seen in cervical and axillary regions (2,5) and
the involved lymph nodes might be soft and at diffe-
rent sizes, painless or painful, and mobile or fluctuating
@, Tt doesn’t extend to deep tissues *>7, LAP seen in
SLE was identified as a benign finding. Benign LAPs
are presented by reactive hyperplasia, suppurative lym-

phadenitis, and granulomatous lymphadenitis ">,

The cytological appearance in reactive hyperplasia
is polymorphic and it involves a high number of cells.
In suppurative lymphadenitis, there are lymphocytes
and neutrophils. Epitheloid cell clusters are observed
in granulomatous lymphadenitis. The multinuclear fo-
reign bodies, Langhans giant cells, and necrotic mate-
rial might be seen ©* In SLE, however, morphologically
reactive follicular hyperplasia is seen and infectious
and lymphoproliferative disorders can be eliminated in

most cases by using lymph node biopsy .

Lupus lymphadenitis is divided into two types as
localized (chains with up to two lymph nodes) and ge-
neralized (three or more lymph nodes). Malar erythe-
ma, photosensitivity, alopecia, oral ulcer, fever, weight
loss, night sweating, and hepatosplenomegaly are the

findings observed in SLE patients

From the histopathological aspects, irregular fol-
licles, increased size, hyperplastic germinal center, and

cytolysis are observed in the lymph node. Plasmocy-
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tosis and inter-follicular vascular proliferation histo-
pathologically similar to Castleman’s disease might
sometimes be seen and it might cause problem in di-
agnosis. Atypical paracortical hyperplasia might also
be seen in lymphoid follicles and, although it reminds
an angioblastic T-cell lymphoma, these two entities are
distinguished immunohistochemically ®. Another pa-
thology in the differential diagnosis is Kikuchi-Fujimo-
to disease (KFD) (histiocytic necrotizing lymphadeni-
tis). This disease is a disorder that involves especially
the cervical lymph nodes, affects young patients, and
limits itself. Although it has a histopathologically cha-
racteristic pattern, it may develop before, together, or
after the SLE diagnosis -7%!D,

KFD is histopathologically characterized with wide-
spread karyorrhexis and patch-like focal necrotic foci
accompanied by nuclear wastes and histiocytosis, im-
munoblasts, and (at several locations) plasma cells and
T-lymphocytes. Although the histopathology of SLE
includes widespread necrosis and karyorrhexis, it was
reported that it can be distinguished from KFD with
the presence of hematoxylin-eosin particles and intense
amount of plasma cells especially in the paracortical

region, as well as vascular fibrinoid necrosis 211,

Moreover, whereas there is a low number of cyto-
toxic T-cell in lupus lymphadenitis, the level of cyto-
toxic T-cell in Kikuchi-Fujimoto disease is very high.
Immunohistochemical staining can be useful @-?. In
KFD, especially the CD8+ T-lymphocytes are more
dominant than CD4+ T-lymphocytes ©. Another group
that should be considered in the differential diagnosis
is the diseases related with IgG4. In this group of di-

seases, the tissue infiltration consisting of 1gG4 posi-
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tive plasma cells and T lymphocytes is accompanied by

fibrosis and the level of serum IgG4 is high -5,

The immunopathogenesis of SLE is related with the
loss of self-tolerance determined genetically and with
cellular activation developing based on the non-genetic
factors such as environmental, hormonal, and infec-
tious factors. The activation of T lymphocytes with
y-interferon triggers the progressive and permanent
dilatation of polyclonal B lymphocytes that are resis-
tant to apoptosis and creating the auto-antibody fea-
tures of disease . In some of the previous studies, it
was reported that the malignity risk increased in auto-
immune diseases such as SLE !-?. The re-evaluation of
diagnosis is very important especially for the patients

with treatment-resistant SLE. The risk of lymphoma,
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especially the risk of Non-Hodgkin’s lymphoma, sig-
nificantly increases in SLE patients. The lymph node
biopsy can provide very useful information at this stage.
Immunohistochemical staining would be very useful in

the differential diagnosis @

As aresult, it is seen in our case that a disease such as
SLE lymphadenitis, normally diagnosed and performed
follow-ups in 2nd or 3rd level health institution, can
be diagnosed in a primary care health institution by
family physicians who have a careful eye and holistic
approach.With this case report, it has been shown that
systemic and chronic diseases can be diagnosed in the
early stages of the disease with careful medical history

taking and physical examination.
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