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and obese patients, 4 patients also had high risk LDL values. The obesity 

rate of 50% in this TS case series was higher than the 41.9% national obe- 

sity rate for women overall. HbA1c and estimated average glucose levels 

were within normal range for all the patients despite the presence of high- 

risk lipid profiles in 50% of the patients in this case series. 

Comments: This case series highlights the importance of monitoring 

multiple parameters in combination for patients with TS to assess car- 

diometabolic risk. Of note is the presence of elevated total cholesterol and 

high-risk LDL profiles in TS patients with a healthy BMI. TS patients with 

a healthy BMI may still be at higher risk for adverse cardiovascular out- 

comes and metabolic syndrome. Late adolescent and young adult patients 

with TS are known to have a higher obesity rate compared to the na- 

tional average, and higher rates of metabolic dysfunction. Our small case 

series did not display any obvious trends between increasing BMI and car- 

diometabolic parameters in adolescents and young adults < 26 years old. 

Longitudinal follow up of young TS patients is needed to better under- 

stand cardiovascular changes over time and if interventions during child- 

hood can help prevent or delay progression of metabolic syndrome. 
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27. Isolated Cervical Agenesis with Otherwise Normal 

Mullerian Anatomy 

Michele Troutman, MD, Jennifer Dietrich, MD, MSc 

Baylor College of Medicine, Texas Children’s Hospital 

Background: Cervical agenesis (CA) comprises a rare subset of Mullerian 

anomalies with prevalence of 1/80,0 0 0 to 1/10 0,0 0 0, usually presenting 

with vaginal agenesis or atresia that can range in presentation from com- 

plete or partial absence of cervical tissue [1-3]. We present a rare case 

with a normal vaginal length with isolated CA with the objective of fur- 

thering the discussion to surgical approach. Traditionally, surgical man- 

agement has included a hysterectomy of the uterine horn due to risk of 

ascending infection and death or utero-canalization procedures given ad- 

vancement in MIS [4-8]. 

Case: We present a 19yo patient who presented at 12yo with monthly 

pain and amenorrhea. Initial lab workup was unrevealing and was started 

on COC for menstrual suppression given concern for a transverse vaginal 

septum. Initial pelvic ultrasound and MRI read as normal, but second ra- 

diologist read demonstrated truncation of the uterine horn at the level of 

the lower uterine segment, raising concern for rudimentary cervix (RC). 

She underwent EUA and vaginoscopy, revealing normal vaginal length 

with spongy-like bump at the vault apex, revealing evidence of RC. Patient 

counseled on options for continued suppression versus removal of the 

uterine remnant (UR). She wished to proceed with UR removal and under- 

went a robotic hysterectomy and bilateral salpingectomy. Intra-operative 

findings of the UR were consistent with MRI and vaginoscopy findings. 

Evidence of early-stage endometriosis was also noted. Final pathology 

showed UR with secretory endometrium without cervical mucosa. 

Comments: There have been described case series for uterine spar- 

ing fertility options with laparoscopic assisted fistula creations, cervical 

drilling, and canalizations although much of the literature has combined 

cases of atresia and agenesis, which have different fertility outcomes [9- 

11]. In this case, we presented isolated CA in the setting of a UR despite 

normal vaginal length. It is important to distinguish between cases of CA 

and cervical dysgenesis, where more elements of cervical tissue may be 

present. Surgical management options vary depending on the partial pres- 

ence or complete absence of cervical tissue, uterine size, and desire for 

future fertility. With increasing documentation of cases and more favor- 

able follow up data, a new framework may need to be revisited given the 

difficulty in diagnosis of CA, while weighing the long-term outcomes. 
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28. Case report: An uncommon etiology of vulvar 

irritation and swelling in an adolescent patient 

Valerie Bloomfield 1 , Sari Kives 1 , Niamh Murphy 2 

1 Hospital for Sick Children 
2 Coombe Women and Infants University Hospital 

Background: Vulvovaginal concerns are common amongst adolescent 

patients. In post-menarchal patients, common etiologies include poor hy- 

giene, contact irritants and infection. 

Case: A 14-year-old transgender male presented with concerns of vulvar 

irritation and significant labial enlargement. Comprehensive work up in- 

cluding tissue biopsies and imaging suggested chronic inflammation. His 

clinical course was complicated by an episode of methemoglobinemia sec- 

ondary to local anesthetic toxicity, at which time his care team recognized 

use of large quantities of Vagisil®, which contains benzocaine. Ultimately, 

vulvar changes were recognized to be secondary to chronic Vagisil® use. 

Comments: This case highlights the potential dangers of off-the-shelf 

products, such as Vagisil®. In patients presenting with vulvovaginal com- 

plaints, care providers should carefully screen for use of ‘hygiene products’ 

as part of exposure history. 

29. Case report: Long term follow up of neonate 

presenting with acute kidney injury secondary to 

obstructed hemivagina and ipsilateral renal anomaly 

(OHVIRA) syndrome 

Valerie Bloomfield, Sari Kives, Lisa Allen 

Hospital for Sick Children 

Background: Obstructed hemivagina and ipsilateral renal anomaly 

(OHVIRA) syndrome describes a spectrum of Mullerian anomalies char- 

acterized by uterine didelphys, unilateral obstructed hemivagina and ip- 

silateral renal anomalies. We report the case of a neonatal complication 

secondary to OHVIRA syndrome with long term follow up, adding to the 

collective understanding of this syndrome. 

Case: We present a 22-day-old female with an acute kidney injury sec- 

ondary to post-renal obstruction from a large hydrometrocolpos. Multidis- 

ciplinary care facilitated timely diagnosis of OHVIRA syndrome and tem- 

porizing operative management. The patient was followed serially into her 

adolescence and ultimately underwent definitive excision of her vaginal 

septum. 

Comments: OHVIRA syndrome encompasses a broad spectrum of 

anatomical variation with different considerations in pre-pubertal and 

post-pubertal patients. Multidisciplinary care allows for timely diagnosis 

and clinical decision making within this complex patient population. 
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