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Background

Discussion

Müllerian duct anomalies (MDAs) can be grouped by several classifications, most prominently by The European 
Society of Human Reproduction and Embryology - European Society for Gynaecological Endoscopy 1 (Figure 1). A 
unicornuate uterus forms when one of the Müllerian ducts fails to fuse properly with the other, representing ~10% 
of all MDAs3. The Müllerian duct is responsible for development of the fimbriae, fallopian tubes and the 
uterovaginal canal (uterus, cervix, and upper part of vaginal canal).  

The classification of unicornuate uterus includes the presence or absence of a rudimentary horn on the abnormal 
side, as well as whether that horn communicates with the main uterine cavity. A non-communicating horn is the 
more common, accounting for 75-90% of cases4. Non-pregnant women with these anomalies can present with 
non-specific abdominal pain, dysmenorrhoea, endometriosis, as well as infertility, or be entirely asymptomatic.

Ectopic pregnancies account for 1-2% of all pregnancies and are  the leading cause of maternal mortality in the first trimester. It is 
important that risk factors for ectopic pregnancy are carefully identified as presentations in the first trimester may be variable.  One 
important risk factor,  and perhaps less commonly seen, is the presence of uterine malformations. 

The incidence of uterine malformations is variably reported as approximately 3-4%. Of these, 9.6% are  made up by unicornuate uterus 
variants3. These rare embryological variants have important clinical impact not only in their gynaecological symptomatology such as 
dysmenorrhea, dyspareunia and impaired fertility5,6, but also through their impacts on obstetric outcomes, demonstrating higher rates of 
ectopic pregnancy, miscarriage and preterm birth7,8. Finally,  as evidenced in this case, these anomalies can present complexities in 
diagnosis and management that may delay treatment, ultimately placing affected women at increased risk of morbidity and mortality. 

Several cases have been reported of ectopic pregnancies occurring in rudimentary horns9, either communicating or not communicating 
with the main uterine cavity. The majority are non-communicating and thus present a risk of uterine rupture with the developing fetus10. 
In this case, however, the danger arose from a much rarer subset of unicornuate uteri, with a remnant non-communicating tube 
developing in conjunction with a non-descendent, intra-abdominal ovary.  

This case represents an opportunity for consideration of several important clinical risks in cases of Müllerian anomalies, fi rstly in their 
recognition, but also in the awareness of the broad range of anatomical variants. While ultrasound is the mainstay of diagnosis for 
ectopic pregnancies, clinicians should maintain a degree of caution and suspicion in these cases.

Case Summary 
Learning points• A 38-year-old female (G3P1) presented to our tertiary hospital emergency department with findings on 

ultrasound suggestive of a left tubal ectopic pregnancy. Her obstetric history was significant for one previous 
caesarean section (at full dilatation of the cervix) for breech presentation, at 29+3 weeks’ gestation, requiring an 
‘inverted T’ incision. An incidental finding of unicornuate uterus without a rudimentary horn was made 
intraoperatively. Absence of the right tube was identified. 

• At time of presentation, an external serum beta hCG was 2900 IU/L (increasing from 2350 IU/L two days prior).  
Ultrasound findings demonstrated an “empty uterus, potential 13x10x10mm left tubal mass, not conclusive for 
ectopic pregnancy, no free fluid”. The patient had experienced mild right sided pain three days prior but was 
otherwise asymptomatic  and was pain free on review.

• A rising serum beta hCG of 3448 IU/L was noted and medical management (with methotrexate) was 
recommended by local hospital guidelines. The patient’s preference was for medical management to preserve 
fertility (given her single functioning fallopian tube). 

• Day 1 post methotrexate, she returned to the emergency department via ambulance with sudden onset of severe 
right lower quadrant abdominal pain. 

1. While rare, uterine anomalies increase r isk of obst etric complications. 
2. This case highlight s the need for vigilant surveillance and management  of pregnancies in these rare circumst ances, given t he unique dangers t hey may pose for patients in accessing timely 

and appropriate clinical care. 
3. Fort unat ely, in this case, t he patient had access to care in a tertiary (complex care) centre and, with ongoing specialist input, spont aneously conceived a second child and gave birth via 

caesarean section at 31+1 weeks’ gestation, having presented in labour with a breech fetus once again. 

References
1. Grim bi zis GF , Gordts S,  Di Spiezio Sa rdo A, et a l. T he ES HRE/ESG E consensus on the c lassi fic ation of  fema le  genital tra ct cong enita l anoma lies. Hum Reprod. 2013; 28(8) :2032-2044. 2. Pfe ifer SM,  Attaran M , G oldste in J , et a l. AS RM  mülleria n a noma lies cl assif ica tion 
2021. F ertil Ste ril. 2021; 116(5) :1238-1252.Grim bi zis GF , Ca mus M,  Tarla tz is BC, Bonti s JN, Devroey P. Clinic al implica tions of uterine m alformations a nd hy steroscopic treatment results. Hum Reprod Update. 2001; 7(2): 161-174. 3. O 'Leary JL,  O'L ea ry JA. Rudimenta ry horn 
preg nancy . O bste t Gy ne col. 1963; 22:371-375. 4. Hosse inirad H,  Y adega ri P, F ala hieh F M, et a l. T he impac t of  c ong enita l uterine  a bnorma lities on pregna ncy a nd fertility:  a litera ture  review. JBRA Assist Reprod. 2021; 25(4) :608-616. Published 2021 Oct 4. 5. Sa rav elos SH , 
Cocksedge KA, Li  TC. Preva lenc e a nd diag nosi s of c ong eni ta l uteri ne  a nom alies in women wi th reproductiv e fa ilure:  a critica l a ppra isal. Hum Reprod Update. 2008; 14(5) :415-429. 6. Rag a F, Bauset C, Remohi J, Bonilla-M usoles F , Si món C,  Pel licer A. Reproduc ti ve  impac t 
of  congenital Müllerian a nomali es. Hum Reprod. 1997; 12(10) :2277-2281. 7. Chan Y Y,  Jay aprak asa n K, T an A,  Thornton JG,  Cooma rasa my A,  Raine-F enning NJ. Reproduc ti ve  outc om es i n women with congenital uterine a nomali es:  a sy stema tic review. Ul trasound O bste t
Gy ne col. 2011; 38(4) :371-382. 8. Ebanga L,  Dabi Y, Thoma ssin-Na gg ara I,  et al.  Orig inal two steps mana gement of  a n ec topic  preg na ncy on rudimentary horn in a  patient with a n uni cornua te uterus:  A unique c ase report with a l itera ture  rev iew. Gy ne col O bste t F ertil
Se nol. 2021; 49(12) :943-946. 9. Heinonen PK.  Unic ornuate  uterus a nd rudimentary horn. F ertil Ste ril. 1997; 68(2) :224-230. 10. F ede le  L, Bia nchi S , F rontino G,  Cia ppina N,  Fontana  E , Borruto F . La paroscopic f indings and pel vic anatomy  in Ma yer-Rokita nsk y-Küster-Ha user 
syndrome. O bste t Gy ne col. 2007; 109(5) :1111-1115.
11. Seoud M A, Khayy at H,  M ufa rrij IK . Ec topic  preg na ncy in an undesc ended fa llopia n tube: a n unusua l presentation. O bste t Gy ne col. 1987; 69(3 Pt 2): 455-457. 12. W ool noug h B,  Bal lerma nn C. An Aty pi cal  Presenta tion of  Ectopic Pregnanc y W ith Unicornuate  Uterus and 
Undescended F allopia n Tube. J  O bste t Gy nae col Can. 2019; 41(2) :214-216. 13. Jang  YS , Kim Y S. A ca se report of  ectopic pregnanc y a ri sing in a  unicornuate uterus, a ccompa nied by  the undesc ended tube a nd ovary with doubl e i nferior vena  ca va . M edicine (Baltimore). 
2020;99(28) :e21105.  14. Condous G,  Ok aro E , Khali d A, et al.  The  a ccurac y of  transva gina l ultrasonogra phy  for the  diag nosi s of ectopic pregna ncy prior to surg ery. Hum Reprod. 2005; 20(5) :1404-1409.

Figure 1. ESHRE-ESGE classification of female genital tract congenital anomalies (source: Grimbizis et  al. 20131).

Figure  2 A. Haemoperitoneum and le ft unicorunate uterus.  Sma ll right rudimentary horn.

Figure  2 B. Left unicornuate  uterus, lef t fallopian tube and le ft ovary. Right rudimenta ry horn.  

Figure 2 C. Extra pelvic haemorrhagic clot found a dherent to the right abdominal side  wall.

Figure  2 D. Haemorrhagic clot with presumed right ectopic pregna ncy adjacent to right ovary 
within the suspected non-communicating right remnant fallopian tube a bove the pelvic brim.

Figure  2 E. Right ovary following successful removal of  ectopic pregnancy a nd right remnant 
fa llopian tube.

• On arrival to the emergency department, observations were within normal limits.  Clinical examination elicited moderate tender ness 
in the right iliac fossa. A FAST scan (Focused Assessment with Sonography in Trauma) was positive for free fluid identified w ithin the 
pouch of Douglas.  The patient was subsequently transferred to the operating theatre to undergo laparoscopic treatment for a  
presumed ruptured ectopic pregnancy.

• Fi gures 2 A-E depict the intraoperative findi ngs . Significant haemoperitoneum was observed on insufflation of the peritoneum 
(500mL). Figure 2 A demonstrates a left unicornuate uterus with communicating left tube and ovary. A small right rudimentary horn 
is depicted in F igure 2 B. The right ovary and remnant right fallopian tube were found fixed to the right abdominal side wall above the 
level of the pelvic brim buried beneath overlying haemorrhagic clot (Figure 2 C). Following careful dissection of haematoma f rom 
underlying tissue, suspected ectopic pregnancy tissue was seen to be associated with the right ovary within the presumed remnant 
right fallopian tube (Figure 2 D).  Suspected right ectopic pregnancy tissue was divided and removed from the right ovary (Fig ure 2 E). 
Histopathology subsequently confirmed an ectopic pregnancy within a fallopian tube.

• Postoperatively, the patient recovered well and was discharged home the following day. In the context of a known Müllerian 
abnormality, a recommendation for IVF in future pregnancies was made due to the increased risk of ectopic  pregnancy.
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