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Abstract�  
A tubo-ovarian abscess is an infection that occurs as a sequela of pelvic inflammatory disease.   
There is no reported association between a tubo-ovarian abscess and cri du chat syndrome in the 
medical literature.  Herein, we report the case of a 44-year-old woman with cri du chat syndrome 
who was subsequently diagnosed with a tubo-ovarian abscess.  After emergent laparotomy, simple 
total hysterectomy, and bilateral adnexectomy, the patient was discharged 13 days postoperatively 

without complications.
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Introduction

Cri du chat syndrome (CdCS) is a well-delin-
eated clinical entity with a neonatal incidence of 
1/50,000.  The clinical picture is well known in 
younger patients, typified by a high-pitched cry, psy-
chomotor retardation, microcephaly, growth rate fail-
ure, and craniofacial abnormalities such as a round 
face, hypertelorism, broad nasal bridge, downward 
slanting of the palpebral fissures, and microgna-
thia1).  The survival rate of CdCS is high, and the 
morbidity is low after the first year of life2).  The 
mortality in a series studied by Niebuhr was approx-
imately 10%, of whom 75% died during the first 
month of life and up to 90% died within the first 
year3).  Nevertheless, despite accumulated evi-
dence on the clinical features and prognosis of CdCS, 
little is known regarding long-term complications of 
this rare genetic chromosomal disorder.

Tubo-ovarian abscess (TOA) occurs as a se-
quela of pelvic inflammatory disease (PID)4).  Since 
the infection involved in the pathogenesis of TOA is 
usually polymicrobial with mixed aerobic-anaerobic 
organisms, life-threatening sepsis can occur in the 

event of abscess rupture5).  Most patients are wom-
en of reproductive age6).

Herein, we present a case of TOA in an older 
patient with CdCS who underwent total abdominal 
hysterectomy and bilateral adnexectomy.

Case report

A 44-year-old Japanese woman was diagnosed 
with CdCS in infancy.  She also had a history of epi-
lepsy.  Shortly after birth, she was diagnosed with 
CdCS based on chromosomal examination (Fig. 
1).  She was unable to communicate due to severe 
intellectual disability.  Severe scoliosis was also 
observed ; she could not walk and had been hospi-
talized since birth. 

Menarche occurred at 22 years of age.  At the 
time of presentation, the duration of the patient’s 
menstrual cycle was 24-36 days.  She sometimes 
groaned and agonized during menstruation, in a way 
suggestive of dysmenorrhea.  She had complica-
tions such as a high-pitched bark, low-set ears, in-
creased intercanthal distance, saddle nose, and scoli-
osis.  However, she did not have heart disease or 
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complications due to urinary and genital malforma-
tions.

The patient presented with fever (38.0°C) and 
pyuria.  Laboratory results showed a white blood 

cell count of 8.3 × 103/mm3 and a C-reactive protein 
(CRP) level of 20.86 mg/dL.  She was administered 
ceftazidime intravenously for the fever and pyuria.  
The fever persisted despite antibiotic administra-
tion, and while there was no muscle guarding, the 
patient had an expression of anguish.  Blood inves-
tigations performed after 3 days showed little im-
provement in the inflammatory response.  There-
fore, an additional antibiotic was administered 
intravenously.  Contrast-enhanced computed to-
mography revealed swelling of the adnexa with a 
contrast-enhanced effect, suggestive of an adnexal 
abscess.  It was unclear whether the adnexal ab-
scess originated from the left or the right side (Fig. 
2).

The patient was transferred to our hospital for 
the treatment of fever and abscess.  At the time of 
admission, the abdomen was greatly distended, but 
no obvious nodules were palpable.  She had an ex-
pression of anguish and groaned during examination, 
probably due to pain, but communication was other-
wise difficult.  Laboratory tests revealed a white 
blood cell count of 7.5 × 103/mm3 and a CRP of 
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Fig. 1.  Chromosome testing 
	 The short arm of chromosome 5 is missing (ar-

row).

Fig. 2.  Contrast-enhanced CT image of the patient with cri du chat syndrome and TOA 
	 A thick-walled mass with fold-like boundaries and an enlarged fallopian tube are observed on the right side of the 

uterus ; a multilocular cystic structure is also observed in the ovary.  A TOA can be observed in the right ad-
nexa (arrow). 

	 CT, computed tomography ; TOA, tubo-ovarian abscess
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5.34 mg/dL that gradually improved.  Therefore, 
antibiotic administration was continued.  We 
planned a simple total hysterectomy and bilateral ad-
nexectomy for curative treatment, eliminating the 
possibility of malignant disease, and preventing fu-
ture gynecological problems while continuing cura-
tive therapy.  These aspects were explained to the 
patient’s legal representative, from whom written 
informed consent was obtained.  Preoperative 
echocardiography did not reveal any malformations.

During laparotomy, the right fallopian tube was 
swollen due to the abscess.  The uterus, ovaries, 
and fallopian tubes had moderate adhesions.  “Blue-
berry spots” due to endometriosis were found to be 
scattered throughout the abdominal cavity.  No or-
ganisms were detected in the blood or ascites cul-
tures.  Pathological examination revealed the pres-
ence of endometriosis, in addition to a right TOA 
(Fig. 3).

Pathological examination revealed an abscess in 
the right adnexa, with swelling 6.5 cm in greatest di-
mension.  Uterine adenomyosis and some fibroids 
were confirmed in the uterus based on pathological 
examination.  Although no abscess was found in the 
left adnexa, endometriosis was observed in both ad-
nexa.

The postoperative course was uneventful ;  ab-
dominal pain gradually decreased with an increase in 
oral intake.  Antibiotic administration was discon-
tinued on the 5th postoperative day.  Blood tests 
performed on the 9th postoperative day showed im-
provement, with a white blood cell count of 4.2 × 
103/mm3 and a CRP of 0.73 mg/dL.

On the 13th postoperative day, the patient was 
transferred to the referring hospital, where she had 
initially presented, to complete treatment.  We ad-

vised the patient’s legal representative that estrogen 
replacement therapy could prevent ovarian deficien-
cy symptom in future. 

Discussion

TOA is a form of PID, which constitutes a spec-
trum of diseases that range from subclinical or mild 
illness to more severe manifestations, requiring 
management with antimicrobial therapy, while sur-
gery is reserved for patients with suspected TOA 
rupture or those with a poor response to antibiot-
ics7).  TOAs are more common among women of 
reproductive age but can also exist in sexually inac-
tive individuals, adolescents, post-menopausal wom-
en, and virgins4,8-10). 

Several risk factors for TOA have been identi-
fied, including young age, multiple sexual partners, 
sexually transmitted infections such as chlamydia 
and gonorrhea, uterine instrumentation, and in vitro 
fertilization11).  Although we could not identify the 
causative organism in the present case, the most 
commonly cultured bacteria from TOAs include 
Escherichia coli, Bacteroides fragilis, other Bacteroi-
des species, Peptostreptococcus, Peptococcus, and aero-
bic streptococci11).  The underlying pathogenesis 
involves an ascending lower genital tract infection 
that leads to salpingitis11).  Therefore, TOA usually 
occurs because of sexual activity and sexually trans-
mitted diseases and is uncommon in a sexually non-

active woman4).  Our patient had a “blueberry spot” 
noted on laparotomy, which was suggestive of endome-
triosis12).  Women with endometriosis are more 
likely to develop TOA than those without endome-
triosis13).  Vichinsartvichai et al. proposed the fol-
lowing possible pathogenesis :  endometriosis, 

 

 

a) b)  

Fig 3. Fig. 3.  Intraoperative images of the laparotomy procedure
	 a) Right TOA (arrow)
	 b) “Blueberry spot” due to endometriosis scattered in the abdominal cavity (blue circles)
	 TOA, tubo-ovarian abscess
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which is itself an immunodeficiency disease, leads to 
impairment in the ability of the immune system to 
combat infections, facilitating the development of 
TOA14). 

A study has reported that the prevalence of en-
dometriosis increases in the presence of a uterine 
malformation, with a probability of approximately 
40%15).  However, no uterine malformation was 
found in this patient.

CdCS, also known as 5p minus syndrome or 
cat-cry syndrome, is a chromosomal disorder that 
was first described by Lejeune et al. in 196316).  In 
general, the complication rate of genital malforma-
tions in patients with CdCS is similar to that in nor-
mal individuals.  In the present case, the patient 
was bedridden and required assistance in all daily 
activities.  Laparotomy showed evidence of endo-
metriosis, suggesting that TOA was caused by 
chronic abdominal inflammation and not due to sexu-
al activity.  Although studies have reported a 10% 
mortality rate for CdCS, 90% of deaths occur within 
the first year3).  Formal evaluations of long-term 
complications are lacking ; to the best of our knowl-
edge, this is the first study reporting TOA as a long-

term complication of CdCS.  The salient findings of 
the present study are as follows.  First, this appears 
to be the first report of TOA in a patient diagnosed 
with CdCS.  Second, the presence of endometriosis 
could affect the occurrence of TOA.  Third, TOA 
does not necessarily occur only in sexually active 
women.  Healthcare providers should be mindful of 
gynecological complications in CdCS patients.
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