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Tém tit: Hoi chimg MRKH 1a mot hinh thai di dang sinh duc hiém gap (1/4000-5000 ngudi) biéu
hién khong c6 tir cung, du 2 phan phu van phat trién binh thudong. Nhitng nguoi mic hdi ching
MRKH khong c6 hién tuwong kinh nguyét mic du cac d4u hiéu sinh duc phu hoan toan binh
thuong. Tinh trang cac té bao xo & dai xo di tich ciia dng Muller phat trién thanh cac khéi u gidng
khdi u xo tir cung rat hiém gip va thuong gay kho khin trong chan doan ngudn gdc u. Phau thuat
cét bo khdi u dé tranh hién twong chén ép do u gay nén la giai phap diéu tri hidu qua nhét.

Tir khoa: Hoi ching MRKH, u xo tir cung.

1. Giéi thiéu chung

U xo xuit phat tir cac dai xo hodc tir di tich
cta sing tir cung khong phat trién trong hoi
ching Mayer Rokitanski Kuster Hauser
(MRKH) 12 mot hinh thai bénh 1y v6 cting hiém
gip. Cac khdi nhan xo thuong phét trién trong
tiéu khung cho dén mot kich thudc du 16n gay
chén ép trong céc tang tleu khung va tao nén
triéu chirng nhu dau hodc réi loan dai tiéu tién,
khién bénh nhan di kham va duogc phat hién
bénh. Sau day la mot truong hop hi hitu nhu
vay dugc phat hién tai Bénh vién Phy San Ha
NoO1 nam 2017.
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2. Ca lam sang

Bénh nhan nit 29 tudi dd dugc chan doan
mic hoi ching Mayer Rokitanski Kuster
Hauser (MRKH), khong c6 tir cung, c6 2 budng
trimg va c6 4m daongin hon binh thuong [1].
Bénh nhanla ngudi vo kinh nguyén phat va
khong mic bénh 1y phu khoa tir trudc. Thang
8/2017, bénh nhan dén kham tai bénh vién Phu
San Ha Noi vi ndng tirc bung va siéu am phat
hién mot khdi u to ¢ tiéu khung, bénh nhan
duoc nhap vién. Két qua kham bénh cho théy
bénh nhén c6 kiéu hinh nit, cac ddu hiéu sinh
duc phu mang tinh nir hoan toan binh thuong.
Am ho binh thuong, 4m dao bit khong co cd ta
cung dai khoang 5 cm. Tham &m dao xac dinh
thdy khoi u chac ranh gidi 10 kich thude 10x12
cm trong tleu khung. Tai thoi diém kham,
chung t6i tién hanh siéu am dudng am dao va
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siéu 4m duong bung khong quan sat thiy ciu
truc tr cung thong thuong véi co tr cung va
niém mac budng tu cung, chi thdy hinh anh 4m
vang hdn hop giéng am vang nhan xo tir cung
nhung 1éch bén trai tiéu khung. Siéu am ciing
xac dinh hinh anh 2 budng trimg cé kich thudc
binh thuong. Két qua chup MRI tiéu khung ghi
nhian hinh anh khéi u c6 kich thude
9,8x12,8x14,7 cm gidm tin hi¢u trén T2W,
déng tin hi€u trén T1, dang u xo chiém toan bo
tr cung? Khong quan sat thdy nhu mé tir cung
lanh,khéng quan sat thay ni€ém mac va buong tur
cung. Sau tiém thudc dbi quang tir khdi ngdm
thudc manh khong dong nhat. Hai budng trimg
quan sat dugc co ciu trac va kich thude binh
thuong khong co khéi khu tra bat thuong tai 2
budng trimg. Két qua siéu am va MRI hudng
nhiéu t¢i chan doan khdi u xo thudc vé tir cung
tuy nhién trén mot bénh nhan da dugc chén
doan mac MRKH, day 1a lan dau tién ching toi
phat hién td chuc u xo nhu vay. bé xac dinh 1o
hon nira vé tinh trang u xo tir cung hay u xo
thudc vé budng tring hay mot khéi u thude to
chirc khac, ching toi tién hanh siéu 4m 6 bung
xac dinh 2 than kich thudc binh thudng & vi tri
thong thuong. Két qua dinh luong noi tiét nit
trong mau cua bénh nhan cho thiy cac chi s6
trong gidéi han binh thudng trir prolactin mau
cao hon (415,04mUI/1)va két qua nhiém sic dd
cho két qua bo nhidm sic thé nit 46 XX.Chan
doén trudc md dugc dat ra 1a u xo cua buéng
tring, chua loai trur khéi u cua céc td chirc khac
khong thudc co quan sinh duc. Bénh nhéan dugc
md mé duong ngang trén xuwong mu,2 budng
trimg va 2 voi tir cung quan sat binh thuong ¢ 2
bén cua tiéu khung. Hai buong trung dugc n01

v6i nhau boi dai xo va trén cau tric xo d6 xuat
hién td chtc xodai, bé mat ngoai tron nhan kich
thude 10x13x15cm khong két ndi v6i 4m dao.
PhAu thudt vién tién hanh boc khéi xo ra khoi
dai xo va cﬁm mau k. Bénh nhan trai qua thoi
ky hau phau 6n dinh ra vién sau 4 ngay. Két
qua giai phau bénh cho thdy cdu trac: cac té bao
mod hinh thoi dai, xép hang ting b6, song song
hodc hinh xo4y 16¢, nhan t& bao nhé déu nhau,
khong c6 hinh anh nhan chia.

Hinh 1. Hinh anh vi thé cta khéi u.

3. Ban ludn vé ngudn géc khéi u ¢6 hinh anh
dai theé giong nhén xo tir cung

3.1. Khoi u giong tir cung (Uterus like mass: ULM)

La mot hinh thai bénh 1y rat hiém gdp trong
do nguoi ta tim thdy mot khdi u vé dai thé
gidng nhu to cung. Khéi u nay cé dic diém:
cling co to chirc niém mac 1ot ¢ trung tam va
bao quanh 1a nhiing khéi co tron day giéng nhu
mot tir cung. ULM thuong duoc quan sat thdy &
budng trimg, diy ching tir cung- cing, thanh
tiéu khung rudt non hodc mac treo rudt non
hodc trong diy ching rong va c6 thé quan sat
thiy ca & nam giGi. Mot nhom tac gia Trung
Qudc da gap mot khdi u kich thude 7x4,6x4,2
cm trong day chang rong cta mét phu nir 43
tudi dau bung cép trong vong 2 gid [2]. Bénh
nhan nay da duoc siéu 4m phét hién ra khéi u &
tiéu khung tir 3 thang trude. Khi mb cép ctu
phAu thuat vién quan sat thiy tir cung, 2 voi tir
cung va 2 budng tring binh thuong khéi ULM
nay nim & trong 2 la cua day chang rong. Két
qua gidi phau bénh ly cua kh01 u nay chinh Ia
mot khdi ULM véi cdu tric rat binh thuong cua
co tir cung bao boc ni€ém mac tu cung ¢ gitia.
Ciing theo tac gia,tr ndm 1981 c6 45 truong
hop ULM d3 duogc bao céo trén thé gidi.

Tuy nhién, khéi u trong bao céo ctia ching
t6i duge da dugcegti giai phiu bénh Iy quan sat
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thiy vé& dai thé khéi u khong c6 cu trac niém
mac & trung tdm. Hinh anh vi thé cua khéi u
dugc xac dinh gdm cac t& bao mo hinh thoi dai
xép thanh timg bo, song song hodc xoay lbc 1a
hinh anh nhan xo ti cung.

3.2. Khoi u xo trong héi chimg MRKH

Chung tdi tim dwgc mét bai bao cong b
tinh trang mot phu nit 35 tudi cing mac hoi
chung MRKH. M6 ta cac dic diém 1am sang
cia bénh nhén nay ciing tuong ty nhu bénh
nhan cua chung t6i, diém khac 1a bénh nhén nay
dugc ndi soi 6 bung nam 19 tudi va xac dinh
chinh x4c khéng cé tir cung chi c6 budng trimg
va 2 voi tu cung binh thuong ngoai ra am dao
ctia bénh nhdn chi sdu 1 cm ngin hon so véi
chiéu dai A&m dao bénh nhan chung t6i gap.
Theo Rawat KS, ty 16 mac MRKH 1a 1 trén
4000-5000 nguoi. Co quan sinh duc cua nit
dugc hinh thanh tir 2 ngudn gdc phéi thai khac
nhau trong d6 tir cung va phan trén cta 4m dao
dugc tao thanh tr 2 dng Muller con budng
triung va voi tor cung dugc hinh thanh tir xoang
ni€u duc. Chinh vi vay, khi ¢6 tac nhan nao do
tac dong truc tiép vao 6ng Muller dan ti tinh
trang khong c6 tir cung va am dao ngin nhung
2 budng trimg va 2 voi tir cung van hinh thanh
va phét trién binh thuong.

Mot diém dic biét, nhitng phu nir mic
MRKH con ¢6 thé c¢6 ca bit thuong vé than, cot
séng, tim va thinh lyc bén canh nhiing bét
thuong tai co quan sinh duc [3].

Mot bao cdo moéi nhat nim 2017 trén
International Journal of Obstetrics and
Gynecology cling md ta mét truong hop u xo
phat trién tir dai xo c6 ngudn goc tir ong Muller
cua 1 bénh nhan MRKH 45 tudi [4]. Cac dac
diém ciia bénh nhan nay ciing gidng bénh nhan
chung t6i: khong ¢ tir cung, co6 2 phan phuy
binh thuong am dao ngén 1,5 cm. Bénh nhan
nay c6 chi s lactate dehydrogenase huyét thanh
tang nhe (566 IU) va chi so BMI ting 31,2.
Bénh nhén tu so théy khéi u ha vi va dau bung
2 nam trudc khi phai nhap vién. CT scanner va
siu am déu xac dinh bénh nhan khéng co tur
cung va khéi u ha vi dugc du doan 1a khoi u cta
budng trimg vi khdi u qua 16n nén khong tim

thdy hinh anh budng tring thong thuong. Phiu
thuat mé bung cho thdy 2 khdi u dic xuit phat
tir 2 dai xo 13 von 1 di tich cta 2 simg tir cung
khong phat trién [4].

Ca 2 tac gia trén déu thdng nhat trong cach
giai thich kh01 u x0 tir cung hinh thanh do doan
cubi cua cac dng Muller co céac soi co tron. U
x0 ttr cung ban chat 1a cac khdi u phu thude vao
estrogen va trong hoi chung MRKH céc sgi co
tron van chiu anh hudng ctia estrogen do budng
tring tiét ra hinh thanh nén cac khdi u xo tir cac
dai xo cua dng Muller.Thong thudng, u xo tir
cung gip voi ty 1€ 20-25% & phu nit binh
thuong [5], nhung ¢ nhiing ngudi phu nir
MRKH rat hiém khi phat trién thanh u xo tir
cung c6 thé do mat do receptor cua estrogen
trén nhitng dai xo it hon hodc d6 nhiy cam cia
c4c receptor ndy ciing thap hon.

4. Két luan

Hinh 2. Siéu &m dudng bung khdi u to chiém hét
tiéu khung.

Hinh 3. Siéu 4m duong 4m dao quan sat 16 2 budng
triing binh thuong.
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Khéi u xo xuit phat tir dai xo hodc di tich
stmg tir cung khong phat trién trong hoi ching
MRKH 13 mét bat thuong rat hiém gap va dé
gdy nham l4n trong chan doan. Phiu thuat cat
bo khdi u xo 14 giai phap hiéu qua, triét dé.
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Giant Fibroma in Mayer-Rokitansky-Kuster-Hauser
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Abstract: MRKH syndrome is a rare form of genital malformation (the incidence is for 1/4000-
5000 people). The MRKH patient shows no sign of uterus although its two annexes develop normally.
People with MRKH do not have periods although their secondary sexual signs are normal. The fact
that the fibrous cells in the Miiller's fibrous strand grow into uterine fibroid tumors is very rare but
often causes difficulties in diagnosing the origin of the tumor. Surgical removal of the tumor to
prevent other tumors from developing is the most effective treatment.
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