Nguyén Trung Hiéu. Tap chi Y Dwoc hoc Pham Ngoc Thach. 2024; 3(1): 215-222

DOI: 10.59715/pntjimp.3.1.26

Héi chirng Herlyn - Wener - Wunderlich va bién chirng &* ma

>

am dao: bao cao ca lam sang va tong quan y van

Nguyén Bao Tri', Nguyén Trung Hiéu', Huynh Xuan Nghiém'
'Bénh vién Phu San Hung Vwong, Thanh phd H& Chi Minh

Ngay nhan bai:
20/11/2023

Ngay phan bién:
20/12/2023

Ngay dang bai:
20/01/2024

Tac gia lién hé:
Nguyén Trung Hiéu
Email: drhieunguyen2106
@gmail.com

PT: 0365666213

Tém tat

Téng quan: Hoi chirng Herlyn - Werner - Wunderlich (HWW) 1a mot di tat bdm
sinh hiém g&p cla dwong tiét niéu - sinh duc ni¥, bao gdm cac bat thwdng clia 6ng
Mullerian va éng Mesonephric, dic trwng bdi tam chirng: tr cung doi, vach ngén
am dao mot bén gay tac nghén va bt sén than ciing bén (hay con goi la hoi chirng
OHVIRA). H6i chirng nay cé thé& dwoc phan loai dwa trén viéc tic nghén hoan toan
hodc khéng hoan toan ctia mét bén &m dao. Triéu chirng thwong xuét hién ngay
sau thdi ky kinh nguyét dau tién hodc cé thé bidu hién muén tuy thudc vao loai
bt thwerng. Triéu chirng phd bién nhét & dau bung dudi, thdng kinh, va khéi bat
thweong bung dudi phat sinh do t&r cung - &m dao mot bén bj tic nghén, tich tu mau
(hematometra) hoac tu mau &m dao (hematocolpos).

Béo cao ca lam sang: Chung téi trinh bay v& mét bénh nhan 15 tudi, doc than chua
quan hé, mac hdi chirtng OHVIRA dién hinh d&n bénh vién Hing Vwong véi tinh trang
dau bung dwéi khi hanh kinh nhiéu va qua tham kham phat cé tinh trang & ma nang mét
bén vach ngdn am dao. Qua ca lam sang, ching t6i mé ta vai tro clia phwong phap hinh
anh trong ch&n doan hdi chirng Herlyn - Werner - Wunderlich va phuong phap digu tri
pha ngan am dao &r md va may tai tao cho bénh nhan. Trén siéu am va MRI, bénh nhan
c6 bat san than bén phai va co sy phi dai bu triy cGia than trai doc nhét, tir cung doi véi
am dao bén phai ¢ vach ngan tac nghén dan dén & cang mu.

Két luan: Chan doan va diéu tri sém hoi chirng OHVIRA [a can thiét. Siéu am
va MRI la cac phwong phap chan doan hinh anh tin cay va chinh xac dé& danh gia
cac bat thwdng niéu duc & phu ni.

Abstract
Herlyn - Wener - Wunderlich syndrome: case report and
literature review

Background: Herlyn - Werner - Wunderlich syndrome (HWW) is a rare
congenital anomaly of the female urogenital tract, involving abnormalities of the
Mullerian ducts and Mesonephric ducts, characterized by a triad: double uterus,
unilateral obstructed hemi - vagina, and ipsilateral renal agenesis (also known
as OHVIRA syndrome). This syndrome can be classified based on complete or
incomplete obstruction of one side of the vagina. Symptoms often manifest soon
after the first menstrual period or may present later depending on the specific type.
The most common symptoms include lower abdominal pain, menstrual pain, and an
abnormal mass in the lower abdomen due to obstruction of one side of the uterus
- vagina resulting in the accumulation of blood (hematometra) or vaginal blood
accumulation (hematocolpos).
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Case report: We present a typical case of OHVIRA syndrome in a 15 - year - old
unmarried patient who visited Hung Vwong Hospital with recurrent lower abdominal
pain during menstruation and found to have a significant collection of pus in one side
of the obstructed vaginal septum. In our clinical case report, we describe the role of
imaging techniques in diagnosing Herlyn - Werner - Wunderlich syndrome and the
treatment approach to relieve the obstructed vaginal pus collection and reconstruct
the affected area for the patient. Imaging through ultrasound and MRI revealed
unilateral renal agenesis and compensatory hypertrophy of the contralateral kidney,
double uterus with an obstructed hemi - vagina leading to pus accumulation.

Conclusion: In Herlyn - Werner - Wunderlich syndrome, early diagnosis and
management is essential. Ultrasonography and magnetic resonance imaging are
reliable and accurate imaging methods for evaluation of female urogenital anomaly.

1. PAT VAN PE

Bit thuong hé théng Mullerian 1a mot di tat
bam sinh dudng sinh duc nit do sy phat trién bat
thudng trong phoi thai ctia hé thdng Mullerian.
Hoi chung Herlyn - Werner - Wunderlich
(HWW) 1a di tat bdm sinh hiém gip cua duong
tiét niéu sinh duc lién quan dén bat thuong
Mullerian, dac trung boi tam ching: tir cung
ddi, nira 4am dao tic nghén va bat san than
cung bén. Tan suat cia hoi chimg HWW chua
duoc biét chinh xéc, ¢6 bao cdo cho réng tan
sudt khoang 1/28000 - 1/6000 truong hop bét
thuong Mullerian hoac 6% trén bénh nhan co
tor cung doi [1].

Chan doan thuong kho khin vi tan sut
hiém gip cia hoi chimg nay. Chan doan sém
rat quan trong ciing nhu viéc phau thuat chinh
stra vach 4m dao tic ngh&n sém co thé giup
lam giam dau, cai thién chat luong cudc séng
va ngin ngira cic bién chimg trong twong lai.
Chén doén tré c6 thé lam ting nguy co cac bién
chung nhu nhiém trung nang, lac ndi mac tu
cung hay vo sinh.

2. BAO CAO CA LAM SANG

* Nguoi bénh: Phude Thi Kim H., 15 tudi,
ddc than chua quan hé

bia chi: Quan Binh Tan - TPHCM.

Tién can: khong ghi nhan tién cin bénh 1y
trudc day.

- Kham lan 1 tai phong kham Pa khoa
MEDIC (13/10/2023) véi triéu chiing dau am i
bung duéi kém chin doan: Theo dbi & dich 4m
dao - Phan biét nang thanh am dao.

- Kham tai Bénh vién Hung Vuong
(18/10/2023) do tinh trang dau khong giam.
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Tinh trang nhdp vién: Bénh nhan tré 15 tudi,
doc than chua quan hé, dén véi tricu ching:
sinh hiéu 6n, khong sét, dau bung dudi. Bénh
nhan c¢6 kinh 1an dau tién lac 11 tudi véi chu
ky khong déu, 3 - 4 thang mot 1an. Tham kham
vung ni€u duc tré vi thanh nién ghi nhan: mang
trinh khong bit, am dao hoi,. Si€u am bung va
chiu: khong quan sat thiy than phai trong hd
than, than trai tang kich thudc 13.5 x 6.2 cm;
tr cung doi kich thude 2 bén déu nhau (DAP
ca 2 tir cung déu la 22mm), dic biét ghi nhan
tinh trang & dich am dao do vach ngén am dao
hoan toan bén phai, hinh anh dich c6 bong
lung v6i nhiéu ving c6 diém sang, goi ¥ vé
mu tor cung am dao kich thudc d# 72x24mm.
Hinh dang cta tir cung va am dao bén trai binh
thuong, khong c6 ddu hiéu cua bat thudng tic
nghén niao duoc nhin thiy, hai budng tring
binh thuong.

Két qua MRI chau (19/10/2023): hinh anh
tr cung d6i 2 stng, 2 ¢d tr cung. Budng noi
mac tir cung bén phai # bén trai # 9mm, bat
thubc twong phan manh déng nhit. Hién dién
vach ngan doc am dao, bo dudi vach ngan
dinh vao thanh phai am dao 6 vi tri cach tién
dinh # 2.6cm, day #6mm, gay U cang dich
trong ngan am dao bén phai # 2.5x5x3 cm
(trudc sau x cao x ngang), tin hi¢u trung gian
trén T1W, cao khong dong nhit trén T2W,
gi6i han khuéch tan (dich mua). Budng tring
2 bén binh thuong. Bat san than phai, than
trai khong @ nuédc. Két luan di tat bam sinh
hoi ching Herlyn - Werner - Wunderlich,
mép dudi vach ngan dinh vao thanh phai am
dao & vi tri cach tién dinh 2.6cm giy & mu
trong ngdn am dao phai [phan loai 1.2].
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Bénh nhéan duoc hoi chan Bénh vién théng nhat phuong an phau thuat nga am dao cit vach &m
dao. Phau thut ngay 26/10/2023 tai bénh vién Hiung Vuong voi phuong phap cit vach ngan 4m
dao, thoat dich mu am dao céy dich mu va lam khang sinh dd, may tai tao am dao, thoi gian phﬁu
thuat 80 phut va lugng mau mat khong dang ké. Két qua vi sinh cho thiy ma 4m dao dwong tinh
véi Escherichia coli va khang sinh dd nhay véi nhiéu loai khang sinh. Bénh nhéan duoc diéu tri véi
khang sinh phdi hop, va xuit vién ngay 30/10/2023 véi tinh trang on.

HA 10
KM HIEM

Ex:20231019

Hinh 3. Hinh anh vach ngan a&m dao phai gay @ dich (hinh trai)
va phau thuat pha vach ngan thoét dich tai tao 4m dao (hinh phai)
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Hinh 4. Hinh anh siéu 4m kiém tra tai phong mo sau khi
phau thuat thoat dich ghi nhan tir cung d6i, khong con @ dich 4m dao.

3. BAN LUAN

- Hoi chimg Herlyn - Werner - Wunderlich
(HWW) 1a di tat bAm sinh hiém gip cta duong
tiét niéu sinh duc lién quan dén bat thuong hé
thong Miillerian va Wolffian. Bat thuong nay
thuong xay ra ¢ tuan thir 9 trong thai ky do
su hoa nhap khong thanh cong cua hé thong
Mullerian [2]. HOi chiing nay con dugc goi la
hoi chiing OHVIRA (Obstructed hemivagina
and ipsilateral renal abnormaly). Ca dau tién
dugc bao cdo vao nam 1922 véi biéu hién tic
nghén mot bén am dao va tir cung d6i. Nam
1976 bao cao ca bénh véi ddy du tam chimg:
(1) tir cung d6i (uterine didelphys), (2) ntra am
dao & mau (obstructed hemivagina) va (3) bat
san than cung bén (ipsilateral renal agenesis).
Hoi chimg HWW 1a mot bat thuong hiém gip
0 duong sinh dyc nir, tan sut khong duogc biét
chinh xac, khoang 1/28000 - 1/6000 trudng hop
bét thuong Mullerian hodc 6% trudng hop tir
cung doi [1].

- Triéu chtrng: bénh nhan thuong dugc chan
doan sau khi c6 kinh. Thoi gian chan doan
thuong 1a 2 thang dén 1 nam sau khi bit dau
kinh. Cac triéu chtrng 1am sang va tudi biéu hién
rat thay doi, phu thudc vao murc d¢ bat thuong
cua am dao. Bénh nhan thuong dén kham vi dau
vung chau. Bénh nhan thuong co tri€u chung
dau bung dudi tién trién tai phat va xuat hién
tang theo thoi gian do tic ngh&n mau kinh khi
hanh kinh trong phan 4m dao bi tic nghén. Mot
s6 truong hop chan doan tré ¢ thé lam ting
nguy co cac bién chimg nhu & mau tir cung, @
mau am dao, & mu tir cung, t mu am dao, lac
ndi mac tu cung va vo sinh [3].
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- V& phdi thai, & nit ng can trung than phat
trién va cdu thanh nén phan 16n dudng sinh duc
nit, bao gém vOi trung, tor cung va 2/3 trén am
dao. Bit thuong nay thuong xay ra ¢ tuin thir 9
trong thai ky.

« Voi trimg: do doan trén ciia dng cén trung
than tao thanh.

* Tu cung - am dao: do doan dudi cua hai
dng can trung than sat nhap nhau ¢ duong giita
tao thanh mot dng goi 1a dng tir cung - 4m dao.
Ong nay tiép véi voi trimg & mdi bén bang mot
doan ngén ctia stmg tir cung. Poan trén ctia 6ng
tir cung - 4m dao: vach ngan giita hai 6ng tiéu
bién di tao nén than va eo tu cung. Poan dudi
tao thanh mot day té bao dic (14 biéu mo 4m
dao), vé sau rdng tao ra mot phin cb tir cung va
doan trén cta am dao.

* Xoang ni¢u dyc: tao ra doan dudi am dao
va mang trinh.

- Trong phan 16n cac truong hop mang thai
0 phu nit bi hoi chimg HWW, phéi thai thuong
lam t6 & budng tir cung c6 4m dao khong bi
tac nghén. Cac bién ching san khoa thuong gip
nhu sy thai tai phat, bit thuong kiéu thé va
céu trc thai nhi, thai chdm ting truong trong
tir cung, sinh non, ting ty 1& mo ldy thai, nhau
bong non, sot nhau, i v non.

- Siéu 4m va MRI 1a nhitng c6ng cu chan
doéan dugc su dung rong rai nhét. Uu diém cua
siéu 4m 1a chi phi thap, d& tiép can va dugc ua
chudng, si€u am co gia tri goi y chan doan. MRI
nhay hon ddi véi hinh anh giai phdu mé mém
va duoc xem 1a tiéu chuan vang dé chan doan
va phan loai. MRI nén dugc thuyc hién trudc
khi ¢6 ké hoach phiu thuat stra chita. MRI gitip
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danh gi4 cau tric tir cung, phat hién sy thong
ndi gilra am dao va tir cung, dac tinh ctia @ dich
bén trong, bat san than va cac bién ching khac
nhu 1a lac ndi mac tu cung [4, 6].

- V& giai phau hoc c6 thé phan loai hoi chimg
HWW dua vao su c6 mat hay khong c6 mat ctia
véach ngin 4m dao hodc dudng do & cb tir cung

[4, 6]. Theo phan loai ¢6 dién, hoi chimg HWW
chia thanh 3 type:

* Type 1: Vach ngin 4m dao khong c6 16 thong.

* Type 2: Véach ngin am dao c6 16 thong.

* Type 3: Vach ngin am dao khong c6 16
thong, thong thuong ra ngoai qua duong do &
¢b tir cung.

HWW type 1:
Véch ngin am dao khong c6 16
thong.

HWW type 2:
Véch ngin am dao c6 16 thong.

HWW type 3: Vach ngan am
dao khong c6 16 thong, thong
thuong ra ngoai qua duong do ¢
cd tir cung.
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Pén nam 2015, tac gia Lan Zhu dé xuét cach phan loai méi. Theo d6 phan loai hdi ching HWW
theo su c6 mit ctia nira 4m dao tic nghén hoan toan hay khong hoan toan [5]. Uu diém cua phan
loai m&i nay gitip cho phép chan doan va diéu tri som.

« Loai 1: Nira 4m dao tic nghén hoan toan (1.1 va 1.2).

« Loai 2: Ntra 4m dao tic ngh&n khong hoan toan (2.1 va 2.2).

{ HWW 1.1: Nira &m
dao mu.

./\ ‘ HWW 1.2: C6 tir
cung-am dao thiéu

san va khong thong
thuong voi tr cung.

, HWW 2.1: Vach
ngan am dao c6 16

thong voi ong am
dao con lai.

HWW 2.2: C6 16
thong thuong gitra 2
¢d tir cung voi nira
am dao vach ngén
hoan toan
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- biéu tri: Cét vach ngan am dao la diéu tri lya chon ddi véi nira 4m dao bi tic nghén. Cit vach

ngan am dao thudng dugc thue hién qua ndi soi budng tir cung hon 1a qua ndi soi 6 bung. Riéng ddi
v6i bénh nhan HWW loai 1.2 diéu tri s& khac voi cac phan loai khac. Trong trudng hop HWW loai
1.2, tir cung thiéu san s& gy kho khan cho phau thuét chinh stra. Cét tir cung bén tac nghén qua md
bung hé hodc nodi soi 6 bung duoc khuyén nghi trong truong hop nay [6, 7].

Hinh 5. Hinh anh hoi chimg HWW qua ndi soi 6 bung (A, B)
va phau thuat cit vach ngin nga 4m dao thoat dich (C, D) [7]

4. KET LUAN

- Hoi chiing Herlyn - Werner - Wunderlich
(HWW) 1a mot bénh hiém gip, day 1a mot hoi
ching biéu hién bang tam ching:tir cung doi,
nira Am dao tic nghén va bét san than cling bén.

- Biéu hién 1am sang phu thuéc muc do bét
thuong ctia am dao. Pa 6 90% bénh nhan duoc
chin doan sau khi bat dau kinh vdi triéu chimng
dién hinh la dau vung chdu man. Hién tugng
trao nguoc méau kinh c6 thé gay ra t mau & ¢ tir
cung, tir cung, voi tring va lac ndi mac tir cung.

- Cong cu chin doan khong xam 14n thuong
la siéu 4m va MRIL Trong thai ky, phan 16n
phéi thai thuong lam t6 & budng tir cung c6 am
dao khong bi tic nghén. Bién chimg san khoa
thuong gap 1a sdy thai tai phat, bat thuong kiéu
thé va cdu trac thai nhi, thai cham ting truong
trong tir cung, sinh non, ting ty 16 mé lay thai,
nhau bong non, so6t nhau, 6i v& non (7).
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- Piéu tri khuyén nghi 12 ndi soi 6 bung tham
do két hop cit vach ngan 4m dao va dan luu &
dich 1ong tir cung, tranh cit bo tir cung c6 4m
dao @ dich ngoai tru truong hop HWW loai 1.2.
Can thiép som la can thiét dé 1am giam céc bién
ching lac ndi mac tr cung va vo sinh.
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