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Abstract

Cloacal malformation It is extremely rare, occuring in approximately 1 in 25 000 births. We describe here a 19 years 
old patient who concieved naturally with cloacal malformation after surgery of cloaca and proctoplastica (propter 
atresia ani et recti), after surgery of vaginal septum with agenesis of right tube and ovary, agenesis of coccygeus, 
dysplasia sacri, aneurysma septi interatrialis, hydronephrosis,chronical pyelonephritis, fecal incontinence. In child-
hood patient underwent many recostructive surgeries. During pregnancy phlebothrombosis of v.femoralis communis, 
v.femoris profundi and v.iliaca externa occurred. A birth plan was discussed and approved together with paediatric 
surgeons and urologists. At 38 weeks of pregnancy, the patient was urgently hospitalized and underwent Caesarean 
section with cooperation with urologists. Newborn was delivered by cephalic presentation with birth weight of 2720 
g and with an Apgar score of 9 and 9.

Introduction
Cloacal malformation is an anatomic defect occuring exclu-
sively in females. It arises during the fifth to eight weeks of 
fetal development as a failure of the urorectal septum to form 
and divide the cloaca into rectum dorsally and urogenital sinus 
ventrally. This results in confluence of the rectum, vagina,and 
urethra into a single common channel. It is extremely rare, oc-
curing in approximately 1 in 25 000 births. The etiology of 
persistent cloaca is unknown [1].

Persistent urogenital sinus (PUGS) is a pathological condition 
characterized by an abnormal communication between the ure-
thra and vagina. It may be a part of a complex syndrome and 
can be more often associated with congenital malformations 
affecting the genitourinary tract system (33%) such as intersex, 
rectovaginal communication, bladder agenesis, absence of va-
gina, and hydrocolpos [2]. 

Cloacal malformation frequently has associated Mullerian 
anomalies with high incidence of gynecological problems that 
require surgical correction, such as hematometra due to cervi-
cal stenosis or vaginal stenosis, vaginal septum,and endome-
triosis [3].

20% of those patients suffering urinary incontinence and 40% 
fecal incontinence, sometimes-sexual dysfunction. About 80% 
of patients with cloacal malformation are born with a structural 
abnormality of the urinary tract, including renal dysplasia, ec-
topic kidney, solitary or duplex kidney, or ureteropelvic junc-
tion obstruction [4] and sacrum and spine anomalies [5].

We describe here a 19 years old patient who concieved nat-

urally with cloacal malformation after surgery of cloaca and 
proctoplastica (propter atresia ani et recti), after surgery of 
vaginal septum with agenesis of right tube and ovary, agenesis 
of coccygeus, dysplasia sacri, aneurysma septi interatrialis, 
hydronephrosis,chronical pyelonephritis, fecal incontinence. 
During pregnancy phlebothrombosis of v.femoralis communis, 
v.femoris profundi and v.iliaca externa occurred.  

Case Report
A 19-year-old patient at 34 weeks of pregnancy presented to 
the Gynaecological outpatient clinic of the Hospital of Lithu-
anian University of Health Sciences (HLUHS) Kaunas Clinics 
with diagnosis of phlebothrombosis in the left leg. The patient 
could not remember the last menstrual period and did not visit 
the Gynaecological outpatient clinic. The findings of Ultra-
sound revealed viable foetus at 34 weeks and 6 days. 

Anamnesis: the patient was born with congenital dysplasia – 
Cloaca malformation-persistent urogenital sinus, rectal and 
anal atresia, caudal agenesis, sacral agenesis and atrial septal 
aneurysm.

On the second day after birth a double-barrel colostomy was 
carried out, since proctoplasty and an integrity of the large in-
testine will be restored in future.

In addition, bilateral ureterohydronephosis, which was more 
prominent on the right side, was found, thus percutaneous 
nephrostomy was performed.
Due to rectal and anal atresia, proctoplasty was performed 
by the Pen’s method when the patient was 11 months old 
(18/08/1998).
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The aim of Pen’s surgery method – to draw the end of the large 
intestine to the abdominal wall and to form the anus with nor-
mal anal sphincter function [6].

At the age of 2 years OLD (22/09/1999), the patient was ur-
gently hospitalized due to progressive bilateral hydronephrosis 
to the Pediatric Surgery. Cystogram showed grades IV- V right 
unilateral vesicoureteral reflux (VUR), hydroureter, and left 
nephrosclerosis due to the stricture at the intramural portion of 
the ureter and the pressure of constantly full bladder.
The decision was made to perform vesicostomy as an alterna-
tive to epicystostomy, however, after consultation with urolo-
gists from the USA and failure to perform cystoscopy, vesicos-
tomy was postponed. 

Folowing 3 months, cystoscopy was successfully performed, 
and the diagnosis of urogenital sinus was made. The patient 
underwent vesicostomy. Since the girl showed persistent dys-
function of the right kidney and bilateral nephrosclerosis, in 
July, 2003 (at the age of 6 years), ureteroileocutaneostomy 
(Bricker conduit) in the right lower quadrant was performed 
and vesicostomy closed.
The aim of surgery – to form urinary reservoir using a portion 
of intestine. The urinary reservoir collects urine from both ure-
ters and drains it via stoma created in the abdominal wall [7].

After her first menstruations, at age 12, the girl was hospital-
ised due to persistent urogenital sinus: two orifices of the va-
ginas opened at the cervix of the urinary bladder. The patient 
again underwent surgery, during which urogenital sinus was 
mobilized, double vaginas disconnected, and after forming one 
channel, the distal vaginal portion was formed using patches 
from vagina tissue and urogenital sinus, and the urethra was tu-
bularized. The vagina was dilatated with Hegar dilator of size 
16Ch and after 3 months to size 20Ch.

After 5 months following the last operation, the patient had 
augmentation cystoplasty using a segment of ileum; the earlier 
uretercutaneous segment was removed due to nutritional disor-
der, and a new ureterovesical junction formed. Also, continent 
appendicovesicostomy was formed, and the girl was taught to 
use catheter via stoma every 2-4 hours using 12 Fr Nelaton 
type catheter.

At the age of 15, following 3 years of vaginoplasty and the 
urethra formation, the patient was taught to use catheter via the 
urethra, however, after almost two years, catherization again 
was started through stoma due to insufficient drainage of the 
bladder and hydronephrosis progression.

The patient at 34 weeks of pregnancy presented to the Obstet-
rics department of the (HLUHS) Kaunas Clinics. Blood tests 
(full blood count (FBC), electrolytes, kidney function) were 
within normal limits, apart from slight anaemia, blood test 
showed the presence of white blood cells, unremarkable level 
of red blood cells and proteins. 

The findings of ultrasound revealed viable foetus at 34 weeks 
and 6 days, amniotic fluid and foetoplacental circulation were 
normal.
A birth plan was discussed and approved together with paediat-
ric surgeons and urologists. Due to phlebothrombosis, fraxipa-
rine 0.6 ml twice per day was administered, urinary tract infec-
tion was treated with cefuroxime 500 mg daily, and anaemia 

- by tardyferon 80 mg orally twice per day. The patient was 
advised to continue treatment after leaving the hospital, and if 
labour does not start earlier - to arrive at hospital at 38 weeks 
of pregnancy for Caesarean Section (CS).

At 38 weeks of pregnancy, with the persistence of diarrhea for 
two days, the patient was urgently hospitalized to the Obstet-
rics department of (HLUHS) Kaunas Clinics. Acute pyelone-
phritis was diagnosed and urine culture showed a significant 
level of E.coli. Coagulogram showed a mild hypercoagulation. 
HIV and syphilis were negative.

The patient complained of increasing backache and she did 
not experience uterine contractions (UC). Cardiotocography 
(CTG) showed UC are every 3-7 minutes. After 2 hours, when 
the patient started experiencing regular UC 3 times per 10 min-
utes, the decision was made to start CS earlier with participa-
tion of urologist using endotracheal anaesthesia. 

Before operation, the bladder was filled with fluid by Foley 
catheter and examined using ultrasound: the urine bladder was 
detected in the left lower quadrant (Figure 1, 2).

The abdominal cavity was incised by longitudinal section by 
passing the umbilicus from the left side. The incision length 
was 3- 4 cm superior the umbilicus and 7 cm superior the pubic 
bone.
The augmented bladder was filled by methylene blue using 
Nelaton type catheter.

Adhesions between the uterus, peritoneum and omentum were 
divided using a speculum and dully pushing away the formed 
bladder to the left (Figure 3). A transverse uterine incision was 
made and female newborn was delivered by cephalic presenta-
tion with birth weight of 2720 g and with an Apgar score of 9 
and 9.

The examination during surgery revealed absent of left adnexa.
Nelaton catheter inserted via stoma was left in the augmented 
bladder after surgery. Also, two drains remained in the pouch 
of Douglas and in the vesicouterine excavation.
Postoperative urine culture detected E.coli resistant to ampicil-
lin, cefuroxime and nitrofurantoin. Cefuroxime was replaced 
by sulbactam 1.5 g 4 times per day.

During treatment, the primary healing of incision was ob-
served, the patient was not febrile, a repeat urine test showed 
no changes, urine culture – sterile. The newborn was breast 
fed.
On the 10 day the patient was discharged with a healthy new-
born from the hospital home.

Clinical Diagnosis: Grav. I- 38 hebd. Partus maturus. Dyspla-
sia multiplex. Status post cloacae, atresiam ani et recti (procto-
plasticam). Agenesia coccygis, dysplasia sacri. Agenesia ovarii 
et tubae dextri. Aneurysma septi interatrialis. Status post phle-
botrombosam v. Femoralis communis, v. Profundae femoris, v. 
Iliacae externae. Enterocolitis acuta. Pyelonephritis chr. exac-
erbata. Sectio caesarea.

Discussion
Given the limited information on the pteferred mode of deliv-
ery of patients with PUGS repair.There have been several case 
reports of vaginal deliveries in these patients [8,9].
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Figure 1: Ultrasound before operation.

Figure 2: Patient before s/c operation. On the right side-apendicovesicostoma.

Figure 3: The begining of operation-adhesiolysis. Žemiau ir on the left –gimda.Dešinėje- iš žarnos suformuotas šlapimo 
rezervuaras.
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