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Dear Editor,

Ligneous inflammation is a rare, chronic disorder
that is distinguished by its unique appearance and
characterized by ligneous (pseudomembranous)
plaques on mucosal surfaces. Ocular mucosa is the
most common site of involvement. The upper and
lower respiratory tract, ear mucosa and genital sys-
tem are other sites of frequent involvement.'” Type 1
plasminogen deficiency which is a form of inherited
hypoplasminogenemia is the cause of the disease. It
can be detected in the people with homozygous and
compound heterozygous mutations in the plasmi-
nogen gene. A decrease in the level of plasminogen
leads to alteration of the fibrinolytic system and fi-
brin deposition occurs during wound healing.* In this
report, we presented a 27-year-old infertile woman
who had ligneous cervicovaginitis related to type |
plasminogen deficiency.

A 27-year-old female patient was admitted to our
clinic with the complaint of infertility. The patient
also had dysmenorrhea and heavy vaginal discharge.
Pelvic examination with speculum revealed white-
beige-colored viscous discharge in the 1/3 upper part
of vagina. After cleaning discharge, numerous white
plaques were detected on vaginal and cervical mu-
cosa (Figure 1a). Bimanual vaginal examination and
ultrasound examination showed no abnormal find-
ing. In the laboratory examination; FSH, LH, Prol-
actin, thyroid function tests, serological tests, com-
plete blood count and routine biochemical tests were
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found to be normal. The partner’s spermiogram was
within normal ranges. Her medical history revealed
two cycles of clomiphene citrate and intrauterine in-
semination. Biopsy was performed from vaginal and
cervical plaques. Histopathological examination re-
vealed deposits of eosinophilic, amorphous collagen
type 4 and focal staining material under the squamous
epithelium, which support diagnosis of chronic phase
of ligneous vaginitis. Imunohistochemical analysis
staining showed pancytokeratin (+), CD3 (-), CD10
(-), and from hystochemical analysis collagen type 4
focal (+), mason trichome (+), elastic von Gieson (-),
PTAH (-), amyloid (-). In the systemic evaluation of
the patient, her ocular examination was normal. For
dental examination, gingival biopsy specimen was
taken because of complaints of chronic periodontitis,
and occlusive focal ulceration and nonspecific find-
ings characterized by squamous hyperplasia, subepi-
thelial significant hyalinization were detected (Fig-
ure 1b). Plasminogen functional activity was 18%
(reference, 55-145%). In order for the regression of
the lesions we began oral contraceptive therapy to
our patient.

Ligneous inflammation is a rare autosomal recessive
disorder caused by type 1 plasminogen deficiency
which is a form of inherited hypoplasminogenemia,
which is known to cause systemic diseases. Female
genital tract involvement is determined in 8% of pa-
tients with hereditary hypoplasminogenemia.
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Figure 1a. Ligneous plagues around the cervix
b. Focal ulceration around the gingiva.

Patients are usually asymptomatic, while primary
infertility, dysmenorrhea, postcoital bleeding and
abnormal cytological findings may be the early
warning symptoms. Ocular involvement is not de-
tected in half of these patients. In the female geni-
tal tract, cervix and vagina are the most frequent
sites of involvement.

Also, two cases of tubal, 2 cases of ovarian, and
1 case of endometrial involvement, and 1 case of
parametrial involvement in addition to mucosal in-
volvement have been reported in the literature.>
Patients with genital involvement can be asymp-
tomatic and very rare seen, and hence it is often
difficult to diagnose. Definitive diagnosis can be
confirmed with histopathological examination of
inflamed specimens. In the histopathological ex-
amination of the lesions, infiltration of inflamma-
tory cells with large and dense eosinophilic cellular
deposits and PAS (periodic acid-Schiff)-positive
amorphous material was detected. Amorphous de-
posits contain fibrillar material with dense fibrin
deposits. However, measurement of active and im-
munoreactive plasminogen is diagnostic.

Inflammation of the cervix, endometrium and fal-
lopian tube may eventually cause infertility as a re-
sult of dysfunction. In addition, fibrin plays a role
during ovulation and resorption and may causes
ovarian disorders, and eventually infertility.® After
the diagnosis is confirmed decision of treatment
planning is critical. There are no general treat-
ment guidelines. Various local and systemic thera-
peutic agents have been tested for treatment. The
replacement therapy with intravenous lys-plasmi-
nogen has been shown to improve ocular and tra-
cheobronchial symptoms of ligneous conjunctivitis
significantly.” However, half-life of the protein is
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short and long time infusion is required. There-
fore, this treatment reserved for the most serious
systemic cases. Venous thromboembolism was not
observed in these patients.® Mostly, local therapies
are defined in the literature. Local excision, topical
treatments containing heparin and corticosteroids
can be used in cases with conjunctiva involvement,
also amniotic membrane transplantation, topical
and systemic fresh frozen plasma treatments are
used.”!® In some studies, topical hydrocortisone ap-
plication in the vagina has been reported to reduce
vaginal discharge and cervical inflammation.! In
the literature, oral contraceptives were shown to
increase blood levels of plasminogen.'? In order for
the regression of the lesions we began oral contra-
ceptive therapy to our patient. The treatment was
recommended to be continued until the infertility
treatment and in the second month of the treatment,
reduction of vaginal discharge was observed.

Although ligneous inflammation is a rarely seen
disease in clinical practice, it should be considered
in primary infertile women with fragile bleeding,
discharge, dispareunia, and dysmenorrhea. Sys-
temic features of the disease should be kept in
mind. Oral contraceptive drugs caused an increase
in plasminogen levels, though new treatment mo-
dalities are required due to fertility intention of the
patients.
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