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ABSTRACT

Herlyn-Werner-Wunderlich syndrome is a rare congenital malformation of the Mullerian ducts
characterized by uterine didelphys with obstructed hemivagina and ipsilateral renal agenesis.
Commonly, such patients present with pelvic pain, dysmenorrhea following menarche, and an
abdominal mass secondary to hematometrocolpos. In this report, a case of a 14-year-old female
presented with abdominal pain, back pain and acute urinary retention. She attained menarche at
the age of 10 years; however, symptoms of dysmenorrhea only appeared 4 years later. She was
eventually diagnosed with the help of ultrasound and computed tomography urogram. She was
managed conservatively with an incision and drainage procedure and was also advised for resection
of vaginal septum. The nonspecific nature of symptoms such as regular menstruation with cyclical
abdominal pain impedes the diagnosis which can lead to an array of complications. Awareness of
this syndrome can help avoid misdiagnosis and allow for early surgical intervention.
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INTRODUCTION

Herlyn-Werner-Wunderlich  (HWW) syndrome is
defined as a rare form of Mullerian duct anomalies
characterized by a triad of obstructed hemivagina,
uterine didelphys, and ipsilateral renal agenesis.’
This case was first reported by Purslow in 1922 and
was later described by Herlyn and Werner in 1971.23
This is a rare congenital syndrome with the reported
incidence of 0.1% to 3% in the general population.*
Common presenting symptoms include increasing
pelvic pain and dysmenorrhea following menarche.®
In our case the symptoms appeared four years after
menarche instead of following the typical pattern of
symptom presentation soon after achieving menarche.

CASE REPORT

A 14-year-old female presented to the emergency
and trauma department with complaints of severe
lower abdominal and back pain for the past 3 months.
Characteristic lower abdominal pain which was colicky
in nature, radiating to the back, and often associated
with nausea and vomiting would begin with the onset
of her menses and persist throughout her menstrual
cycle which typically lasted for 5 to 7 days. In addition
to that, she also had experienced symptoms consistent
with urinary retention 24 hours prior to admission.
She attained menarche at the age of 10 years and
experienced a regular menstrual cycle every 28 days

JNMA | VvOL 61

ISSUE 268

with scanty flow. The pregnancy was unremarkable
and she was born at term with no family history of
congenital anomalies. She had not experienced any
other health ailments since birth. She was neither
sexually active nor taking any form of contraceptive.

A few months before admission, she began to
experience severe dysmenorrhea, which prompted
her caretakers to consult a private general practitioner;
however, there was no definite diagnosis. She was
symptomatically treated with an antispasmodic agent
and analgesic, which improved her symptoms briefly.
She was then referred to a tertiary care centre for
further workup, management, and continuation of
care.

General examination revealed mild anaemia and
an abdominal examination revealed a tense urinary
bladder. Per vaginal examination revealed a bulged
hymen with obstructed hemivagina (Figure 1).
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Figure 1. Obstructed hemivagina with bulging hymen.

She was afebrile and her vital signs were within normal
limits. Routine investigations such as a complete blood
count and urine routine microscopic examination
(RME) were done. The patient’s complete blood count
revealed a haemoglobin level of 11.5 g/dl, white blood
cell count was 6.07 x 103/mm?® with normal differential
counts. Her platelet count was 259 x 103/mm?. Urine
RME revealed no signs of infection; pus cells: 1-2/HPF;
epithelial cells: 2-4/HPF; RBC: nil. Further evaluation
with ultrasonography of the whole abdomen revealed
the uterus to have a separate fundus, body, cervix, and
vagina with mild to moderately dense endometrial
collections in the right moiety of the didelphys uterus
which is continuous with the large dense collection
(12.5 x 6 cm) within the vagina (Figure 2).

Figure 2. Ultrasound showing uterine didelphys.

The left moiety of the uterus showed normal
features. A non-visualized right kidney (agenesis) was
also appreciated via ultrasonography. A diagnosis
of didelphys uterus with hematometrocolpos with
an absent right kidney was concluded. Additional
imaging with a computed tomography (CT) urogram
was performed, and the CT urogram report revealed
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an absent right kidney and ureter, along with uterine
didelphys with hematocolpos and a normally excreting
left kidney (Figure 3).

Figure 3. CT urogram with 3D reconstruction showing
absent right kidney and ureter.

Magnetic resonance imaging (MRI) was not done due
to the patient’s financial constraints. The patient was
conservatively managed for hematocolpometra with
an incision and drainage procedure. Characteristic
black tarry blood was noted on drainage, which
subsequently relieved symptoms of urinary retention,
and pelvic pain gradually resolved. There were no
preoperative or postoperative complications. The
patient was then advised for surgical resection of the
vaginal septum or vaginoplasty.

DISCUSSION

HWW syndrome is defined as a triad of obstructed
hemivagina, uterine didelphys, and ipsilateral renal
agenesis, also commonly known as obstructed
hemivagina and ipsilateral renal anomaly (OHVIRA)
syndrome.® Although the aetiology is not well
established, itis thought to be a result of environmental
and genetic insults to the development of
paramesonephric ducts and metanephros.* The overall
incidence of uterine malformation among females
is estimated to be 7 to 10%. Genital developmental
malformations usually arise as a result of non-fusion
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or failed resorption of the uterine septum.” Normally,
the fallopian tubes, uterus, and upper two-thirds of the
vagina develop from paramesonephric, and the lower
one-third vagina from the urogenital sinus. According
to vaginal morphology, HWW syndrome is classified
as class 1 (completely obstructed hemivagina) and
class 2 (incompletely obstructed hemivagina), both
of which are divided into subclasses."** Our patient
presented with the classification class 1 and subclass
1.1 (with blind hemivagina).

The common presentation of the disease includes
dysmenorrhea, increasing pelvic pain, and abdominal
mass secondary to hematometrocolpos due to
obstructed hemivagina. Urinary retention may result
from tubo-ovarian abscess and pelvic inflammatory
disease occurring as a result of infection of the
clotted blood.® Diagnosis is delayed in patients due
to the non-appearance of symptoms until menarche,
and those who present with complete hemivaginal
obstruction have completely different symptoms from
those who have incomplete hemivaginal obstruction.?
Normal menstruation from non-obstructed sites as
well as treatment of dysmenorrhea with non-steroidal
inflammatory drugs (NSAIDS) and oral contraceptive
pills (OCPs) eliminate the menses and contribute
to further delay in diagnosis.>* Hematometrocolpus
develops after attaining menarche, and only after that
do the patients become symptomatic.” Sometimes
patients can present with abnormal vaginal discharge,
abdominal pain, vomiting, fever, infertility, complicated
pregnancy and labour, as well as endometriosis."*% Qur
patient was also treated symptomatically with NSAIDS
for pelvic pain, and the diagnosis was missed several
times, possibly due to normal menstruation and the
normal appearance of female external genitalia.

A correct diagnosis can be made using history and
examination, along with appropriate imaging.? The
most widely used diagnostic tools are ultrasound and
CT.% Ultrasound is the first line of investigation that
can identify renal agenesis, bicornuate uterus, and
any collections in the vaginal or uterine cavity.’” MRI
is a better investigation for soft tissue anatomy, which
can delineate uterine and vaginal morphology, septum
location, and other subtle findings. An MRI should be
obtained prior to surgical planning and intervention.™
Laparoscopy is not a necessary investigation but can
be used to confirm the diagnosis when it is not clear

by imaging or when MRI is unavailable.?

Nowadays, the cornerstone of treatment is minimally
invasive vaginoscopic surgery guided by the excision
of the vaginal septum and drainage of the fluid.10
For symptomatic relief and to prevent pregnancy-
related problems like miscarriage, preterm birth,
malpresentation, low birth weight, and cesarean
delivery, prompt identification and treatment of
this syndrome is essential.”® Acute complications
common to this syndrome include pyosalpinx and
pyohematocolpos. Chronic pelvic pain, endometriosis,
and pelvic adhesion brought on by retrograde
menstruation are examples of remote consequences.
Adenocarcinoma of the uterus and cervix and clear cell
carcinoma of the obstructed uterus are two uncommon
consequences that have been reported.®

HWW syndrome has a variable onset and mode of
presentation, as demonstrated by our study, with the
occurrence of symptoms only after 4 years following
menarche, thereby not adhering to the predominant
pattern of symptom presentation shortly after attaining
menarche. Diagnosis can be easily overlooked due
to the ambiguity of symptoms such as nonspecific
cyclical menstrual pain and regular menstruation.
We present this case to emphasize the necessity for
early detection, which can be done even with simple
imaging techniques that serve as excellent diagnostic
measures, such as ultrasonography, followed by
the employment of effective management. This is
imperative for the prevention of complications and
to preserve fertility. An MRl was not done due to
the patient’s financial constraints. Surgical incision
of the blocked hemivaginal orifice and drainage of
hematometrocolpos are the primary interventions that
are necessary for the expedited relief of the symptoms
experienced by the patient, which is then followed
by a vaginal septum resection or vaginoplasty.
A comprehensive treatment plan consists of a
manifold process that includes the active role of a
multidisciplinary team in order to avoid potential
complications as well as to achieve a favourable
prognosis.

Consent: JNMA Case Report Consent Form was signed
by the patient and the original document is attached
with the patient’s chart.

Conflict of Interest: None.

REFERENCES

1. Kozlowski M, Nowak K, Boboryko D, Kwiatkowski
S, Cymbaluk-Ploska A. Herlyn-Werner-Wunderlich
Syndrome: comparison of two cases. Int ] Environ Res Public
Health. 2020 Sep 30;17(19):7173. [PubMed | Full Text | DOI]

951 JNMA | vOL 61

ISSUE 268

2. Vo Nhu Q, Le Trong B, Nguyen Thanh T. Herlyn-Wer-
ner-Wunderlich syndrome: a report of three cases in
adolescents and adult woman. Radiol Case Rep. 2021
Sep;16(9):2792-8. [PubMed | Full Text | DOI]

DECEMBER 2023

Free Full Text Articles are Available at www.jnma.com.np



http://www.jnma.com.np
http://jnma.com.np/files/submission/ConsentForm_JNMA_CR.pdf
https://pubmed.ncbi.nlm.nih.gov/33007989/
https://www.mdpi.com/1660-4601/17/19/7173
https://doi.org/10.3390/ijerph17197173
https://pubmed.ncbi.nlm.nih.gov/34367397/
https://pdf.sciencedirectassets.com/313380/1-s2.0-S1930043321X00076/1-s2.0-S193004332100457X/main.pdf?X-Amz-Security-Token=IQoJb3JpZ2luX2VjEAoaCXVzLWVhc3QtMSJGMEQCID0rS6QT53r3Si%2B0xPNNngpBJNqF3C26JEoRaoBb6ykMAiBD%2FTAyR0wSV2KGRfYEyItCPwqp4GZJipTV0DpzmYmmYyqyBQhjEAUaDDA1OTAwMzU0Njg2NSIMSc%2FUX65KnCEjcznFKo8FyUaHBVbE8gntaZimduHb2RRpd2%2BrGi0f6kgZ3Eh3dbBK2mIlUfdgx9dql48D7TyXPdJmdEQmdWldl6OkKgzo143ot6cyxRrSB2QQTsS6PWlNuG%2FaEzAsF24nLtFOVVJS%2FituqMNTTPQfKesiquvTpVgbMnbp7f%2BYXMTkJeJ%2FlBGGQtWbmXviitUfl2ggd3KpHpQ2EoHnpjIXMLnbTrTP%2FGYMMhhVayYBifiKH8m%2FBMX0KuhjRa%2F%2Bln0e3ntK%2FH3i2KXWYR0ByHGM3zGH%2BAfxk3Xm1dJjB%2FdW5swqrxaZeJ0bhpvYPGq5nw62%2BgQlZA7CPqwue71%2FXHVh%2Bt18aJYjwDFAW8dP0GYDzdPO5xPEB8%2Bs9BIVJEvYZC71NNSF%2FEA96WuRRPXnVtjYSwiWAGp4va%2BfrmGMQsnOCgsAGvlmtRvm4uB2xyKNJQ2YBjyTajneKSDzfuAeW0Hk1uxPuLUWQ9NPLUHsQcP8uz296F5xbd6sLXom3B1u%2BhfIfHnwBPhXIpy5B0LGl%2FvVqcbY2AsKLLVo6fFaV1C4by8x97UtyLE%2Ft3GV13GY%2BpxN1lfzO7YOEVML6Q%2FZi0uywhkdxxe5EEgvfJknMSbJ%2BQeU7EIgcT2uLpWcIg%2B4juxbMreNIHeOQ3GgdFA6p6jIRu1WsQMZ7Qg9HQkSYiIFlLvTJ5bfltuj2p965FUOldMm6djjJnT6YKq59Q2RMaPiG0JZg37b8aW0Z67w97WBv%2BGXPY2arxqnBfjMiG3kiFTSaQSLlTHoZ%2FmFPfpiu6y5JQVgzzTCxn%2B%2Fc5HwA3fFc0VGP9NhimSGl5Uc89TitCpfWa6pGyeHxrv3uLk43A5bjtNIRAe0lzMYSlA%2Fua7SeBsOlwZLUDCDu4OrBjqyAbkL3Ui3LiXN%2FxJyvEs%2FEKQNZUeM3Tl8aQCUTMneP2ic6yMoczyknK5vWQuvReCWB3NDP8w7PbsDfi2UOEeVXY9YNzkLWhpWdwSTj%2FrOdbnrDybzAE5xVmggyuu4%2FrlcWOPwRXGDHVwT4Ec7J4ZZw3pF%2F8trBu2BEAosFKd1VoeKf40Aj8gT6uYdf3WMXnR7ZHk1EQIy%2BBGXddtk1p6qsEKFsinNuMY2TlmkZhaFyeJbUXw%3D&X-Amz-Algorithm=AWS4-HMAC-SHA256&X-Amz-Date=20231124T183835Z&X-Amz-SignedHeaders=host&X-Amz-Expires=300&X-Amz-Credential=ASIAQ3PHCVTYZHMT3RGG%2F20231124%2Fus-east-1%2Fs3%2Faws4_request&X-Amz-Signature=23970da7e27e58aba7e9390be22036da3a0c33727b595ed1e5a81e8685f65138&hash=16d6604bab0c3a9c939f7f725433b3b05dc32fdfaa78b4b4e9fd068333de5e96&host=68042c943591013ac2b2430a89b270f6af2c76d8dfd086a07176afe7c76c2c61&pii=S193004332100457X&tid=spdf-e57a409c-24bd-4588-8999-182ced3909bf&sid=2c360714742ab6429e9a4620e945335e3fd1gxrqb&type=client&tsoh=d3d3LnNjaWVuY2VkaXJlY3QuY29t&ua=14165e5
https://doi.org/10.1016/j.radcr.2021.06.081

Lamichhane et al. Herlyn-Werner-Wunderlich Syndrome: A Case Report

Khaladkar SM, Kamal V, Kamal A, Kondapavuluri SK. The 7. Habbash ZE. Herlyn-Werner-Wunderlich Syndrome: a rare
Herlyn-Werner-Wunderlich Syndrome - a case report with case report. Cureus. 2023 Feb 15;15(2):e35003. [PubMed |
radiological review. Pol J Radiol. 2016 Aug 24;81:395-400. Full Text | DOI]
PubMed | Full Text | DOI
[PubMed | Full Text | ! 8.  SmithNA, Laufer MR. Obstructed hemivagina and ipsilateral
Nishu DS, Uddin MM, Akter K, Akter S, Sarmin M, Begum renal anomaly (OHVIRA) syndrome: management and
S. Herlyn-Werner-Wunderlich syndrome presenting with follow-up. Fertil Steril. 2007 Apr;87(4):918-22. [PubMed |
dysmenorrhea: a case report. ] Med Case Rep. 2019 Oct Full Text | DOI]
31;13(1):323. [PubMed | Full Text | DOI

@ [FubMed | Full Text | ] 9. VaidyaP, Agarwal P, Vaidya A. Herlyn-Werner-Wunderlich
Tigga MP. An interesting case of Herlyn-Werner- Syndrome: a case report. ] Nepal Med Assoc. 2023 Mar
Wunderlich syndrome. Tzu Chi Med J. 2019 Jun 6;32(2):216-8. 1,61(259):283-6. [PubMed | Full Text | DOI]
PubMed | Full Text | DOI
[FubMed | Full Text | ! 10. Paudel S, Katwal S, Kayastha P, Shrestha S, Regmi PR.

Han JH, Lee YS, Im Y], Kim SW, Lee MJ, Han SW. Clinical
Implications of obstructed hemivagina and ipsilateral renal
anomaly (OHVIRA) syndrome in the prepubertal age group.
PLoS One. 2016 Nov 18;11(11):e0166776. [PubMed | Full
Text | DOI]

Obstructed hemivagina and ipsilateral renal agenesis:
magnetic resonance imaging findings in young Nepali
females - a report of four cases. Annals of Medicine &
Surgery. 2023 Jun;85(6):3149-54. [PubMed | Full Text | DOI]

/~ ©The Author(s) 2023.

This work is licensed under a Creative Commons Attribution 4.0 International License. The images or other third party material in this article

are included in the article’s Creative Commons license, unless indicated otherwise in the credit line; if the material is not included under the

Creative Commons license, users will need to obtain permission from the license holder to reproduce the material. To view a copy of this
\_license, visit https:/creativecommons.org/licenses/by/4.0/

952

JNMA | VvOL 61 ISSUE 268 | DECEMBER 2023

Free Full Text Articles are Available at www.jnma.com.np



http://www.jnma.com.np
https://pubmed.ncbi.nlm.nih.gov/28058067/
http://archiwum.polradiol.com/abstract/index/idArt/897228
https://doi.org/10.12659/pjr.897228
https://pubmed.ncbi.nlm.nih.gov/31666132/
https://jmedicalcasereports.biomedcentral.com/articles/10.1186/s13256-019-2258-6
https://doi.org/10.1186/s13256-019-2258-6
https://pubmed.ncbi.nlm.nih.gov/32269958/
https://journals.lww.com/TCMJ/Fulltext/2020/32020/An_interesting_case_of_Herlyn_Werner_Wunderlich.18.aspx
https://doi.org/10.4103/tcmj.tcmj_13_19
https://pubmed.ncbi.nlm.nih.gov/27861623/
https://journals.plos.org/plosone/article/file?id=10.1371/journal.pone.0166776&type=printable
https://journals.plos.org/plosone/article/file?id=10.1371/journal.pone.0166776&type=printable
https://doi.org/10.1371/journal.pone.0166776
https://pubmed.ncbi.nlm.nih.gov/36938199/
https://doi.org/10.7759%2Fcureus.35003
https://pubmed.ncbi.nlm.nih.gov/17320871/
https://www.fertstert.org/article/S0015-0282(06)04401-3/fulltext
https://doi.org/10.1016/j.fertnstert.2006.11.015
https://pubmed.ncbi.nlm.nih.gov/37203938/
https://jnma.com.np/jnma/index.php/jnma/article/view/8096/4541
https://doi.org/10.31729/jnma.8096
https://pubmed.ncbi.nlm.nih.gov/37363484/
https://journals.lww.com/annals-of-medicine-and-surgery/fulltext/2023/06000/obstructed_hemivagina_and_ipsilateral_renal.142.aspx
https://doi.org/10.1097/ms9.0000000000000904
https://creativecommons.org/licenses/by/4.0/

	_heading=h.30j0zll
	_heading=h.gjdgxs
	_GoBack
	_GoBack
	_GoBack
	_GoBack
	_heading=h.gjdgxs
	_GoBack
	_GoBack
	_heading=h.gjdgxs
	_heading=h.n1l10317lvmk
	_heading=h.30j0zll
	_heading=h.1fob9te
	_heading=h.3znysh7
	_heading=h.2et92p0
	_heading=h.tyjcwt
	_heading=h.3dy6vkm
	_heading=h.1t3h5sf
	_heading=h.4d34og8
	_heading=h.2s8eyo1
	_heading=h.17dp8vu
	_heading=h.3rdcrjn
	_heading=h.26in1rg
	_heading=h.lnxbz9
	_heading=h.35nkun2
	_heading=h.1ksv4uv
	_heading=h.gjdgxs
	_GoBack
	_GoBack
	_heading=h.oj4el3smpuyc

