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Normogonadotropik primer amenore nedeni; fibrodisplazi

ossifikans progresiva

Normogonadotropik primary amenorrhea; fibrodysplasia

ossificans progressiva
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Ozet

Amag: Fibrodisplazi ossifikans progresiva (FOP) ilerle-
yici heterotropik ossifikasyonla birlikte konjenital
kemik anomalilerinin goriildigi nadir bir hastaliktir.
Yenidogan zamaninda biiytk dil, el ve ayak bagparmak-
larinda mikrodaktili, siit gocugu déneminde as1 yerle-
rinde asir1 reaksiyon ve daha c¢ok boyun ve sirt
bolgelerinde baglamak {izere agrili kemik olusumlariyla
kendini gosterir. (FOP)un kadin reprodiiktif sistemine
etkisi tam olarak anlagilamamustir. Literatiirde bu has-
talikla beraber canli dogum yapmis 2 ve istemli tahliye
olmus 1 olgu mevcuttur. FOP, belki de literatiirde vaka
say1s1 arttikga primer amenoreye yol agan nedenler ara-
sinda yerini alacaktir.

Vaka: 18 yasinda virgin, kadin hasta , (FOP) tanist ile
adet gorememe sikayeti ile hastanemize bagvurdu. Has-
tanin sekonder seks karakterleri normal gelismesine
ragmen menstriiel sikliisii heniiz baglamamisti. Yapilan
vajinal muayenede vajinal obstriiksiiyonla uyumlu ola-
bilecek anatomik bozukluk ve ultrasonografide hema-
tokolposla uyumlu olabilecek gdriiniim saptanmadi.
Ardisik olarak yapilan 6 aylik siklik tedavinin deva-
minda da menstriiel sikliis baslatilamadi. Bunun tizerine
hastaya endometrial biopsi 6nerildi. Endometrial biopsi
hasta tarafindan kabul edilmedigi i¢in yapilamadi.

Tartisma: (FOP) oldukca nadir goriilen, kadin lireme
sistemini ne sekilde etkileyecegi bilinmeyen bir hastalik-
tir. Her ne kadar literatiirde bu hastaliga sahip ii¢ ka-
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Abstract

Objectives: Fibrodysplasia ossificans progressiva (FOP)
is a severely disabling heritable disorder of connective
tissue characterized by congenital malformations of the
great toes and progressive heterotopic ossification that
forms qualitatively normal bone in characteristic ex-
traskeletal sites. In the literature, two women with FOP
had live birth an one woman had voluntery abortion.
In our case, we report an 18 years old girl with FOP who
suffered from primer amenorrhea. The affect of FOP to
the women reproductive system has not been under-
stood yet by time maybe FOP may take place between
the reasons of primer amenorrhea.

Case: An 18 years old, virgin patient who had the diag-
nosis of FOP applied to our hospital suffering from
amenorrhea. Although the normal development of
sekonder sexuel development she had no menstruel
bleeding. With the 10 days of intervals, totally 6 hor-
monal measurements were performed and the results
were in normal range. Neither pelvic examination nor
pelvic ultrasonography determined pelvic-vaginal ab-
normality such as vaginal obstruction or hematocolpos.
Theoretically uterus should not be affected by FOP. In
our case, even the consecutive cyclic treatment for 6-
month the menstrual bleeding could not be started. This
situation may be explained by the unknown mecha-
nisms of FOP which can influence the menstrual cycle.
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dinda gebelik saptanmis oldugu bildirilse de, kadin rep-
rodiktif sistemi ve (FOP) arasindaki iligki net degildir.
Bizim olgumuzda verilen 6 aylik siklik tedaviye ragmen
menstriiel siklus dahi baslatilamamistir. (FOP)’lu olgu-
larin azlig1 ve mevcut olan iskelet sistemi anomalileri ne-
deniyle farkli sistemlere yogunlasilmasi bu hastaligin
reprodiiktif sisteme etkileri agisindan degerlendirilmesini
¢ok smirh birakmigtir. Literatiirde olgu sayist arttikca
reprodiiktif sisteme etkileri daha iyi anlasilacak belki de
(FOP) normogonadotropik primer amenore nedenleri
arasinda yer alabilecektir.

Anabhtar kelimeler: Miyositis ossifikans; amenore; mens-
triiel sikliis

Discussion: As the number of cases increase in the liter-
ature, the effects of FOP to the the reproductive system
will be better understanding, perhaps FOP may take
place among the causes of normogonadotropik primary
amenorrhea.

Key words: Myositis ossificans; amenorrhea; menstrual
cycle

Introduction

Fibrodysplasia ossificans progressiva (FOP) is a severely
disabling heritable disorder of connective tissue charac-
terized by congenital malformations of the great toes
and progressive heterotopic ossification that forms qual-
itatively normal bone in characteristic extraskeletal
sites'3. The worldwide prevalence is approximately
1/2,000,000'-3- Most cases are sporadic and only 2 in-
stances of familial transmission, have been documented,
suggesting an autosomal dominant mode of inheritance
with possible somatic mosaicism*. There is no ethnic,
racial, gender, or geographic predilection to FOP*S,
FOP is characterized usually beginning in the first
decade of life. The affect of FOP to the women repro-
ductive system has not been understood yet. In the lit-
erature, two women with FOP had live birth’® an one
woman had voluntery abortion®. In our case, we report
an 18 years old girl with FOP who suffered from primer
amenorrhea.

Case report

An 18 years old, virgin patient who had the diagnosis
of FOP 10 years ago applied to our hospital suffering
from amenorrhea. She had serious scollosis and micro-
dactyly of thumb. Sexual maturation was measured
using Tanner staging'? based on secondary sexual char-
acteristics including the development of breasts and
pubic hair. She was at Tanner stage 4 for breast and
Tanner stage 5 for pubic hair. Although the normal de-
velopment of sekonder sexuel development she had no
menstruel bleeding. According to the genetical analysis;
she had 46 XX chromosomal structure. With the 10
days of intervals, totally 6 hormonal measurements
were performed and the results were within the range of

5-18 for follicle stimulating hormone, 4-16 for luteiniz-
ing hormone, 34-674 for estradiol. Thyroid stimulating
hormone, prolactin, testosterone, 17 hydroxyproges-
terone values were normal. Neither pelvic examination
nor pelvic ultrasonography determined pelvic-vaginal
abnormality such as vaginal obstruction or hematocol-
pos. Uterine and ovarian sizes and images on ultra-
sound were normal. In our case, combined estrogen-
progesterone therapy was used for 21 days to start the
menstrual cycle. The treatment was paused for 7 days.
Consecutive cyclic treatment for 6-month was adminis-
trated but menstrual cycle could not be started. En-
dometrial biopsy was adviced but it was refused by the
patient.

Conclusion

The primary amenorrhea cases with normal secondary
sexual development is divided to 2 groups, according to
their anatomical anomalies. Mullerian anomalies, an-
drogen insensitivity, real hermaphrodites, Asherman's
syndrome can be the reasons of anatomic causes of
amenorrhea. Chromosomal anomalies, radiation-
chemotherapy history, infections, autoimmune disor-
ders, and diseases such as savage syndrome occur the
non-anotomical reasons of primary amenorrhea'?. FOP
a very rare disease, in what way will affect the female re-
productive system is unknown. Although 3 pregnancy
were reported in the literature, the relationship between
FOP and female reproductive system is not clears-!!,
Uterus have smooth muscles. Cardiac muscle and
smooth muscle are not involved in the FOP process!'-.
Theoretically uterus should not be affected by FOP. In
our case, even the consecutive cyclic treatment for 6-
month the menstrual bleeding could not be started. This
situation may be explained by the unknown mecha-
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nisms of FOP which can influence the menstrual cycle.
Very limited numbers of cases and focusing skeletal ab-
normalities on this disease, cause the affects of FOP to
the female reproductive system unknown. As the num-
ber of cases increase in the literature, the effects of FOP
to the the reproductive system will be better understand-
ing, perhaps FOP may take place among the causes of
normogonadotropik primary amenorrhea.
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