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Nhan mot truong hop u xo trén di tich tir cung & bénh
nhan mac hoi chimg Mayer-Rokitansky-Kuster-Hauser:
Bao cao truong hop l1am sang va diém lai y van

Leiomyoma arising from Mullerian remnant in a patient with Mayer-

Rokitansky-Kiister-Hauser syndrome: A case report and literature
review
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Tém tat

Muc tiéu: M6 ta mét trudng hgp cé u xo trén di tich t& cung & bénh nhan mac héi ching Mayer-
Rokitansky-Kuster-Hauser (MRKH) tai Bénh vién Trung uong Quan doi 108, tir d6 diém lai y van vé chan
doan va diéu tri bénh ly nay. Trudng hop lam sang: Mot phu nir 48 tudi, tién sir mac hoi chiing MRKH.
Bénh nhan dén kham vi thdy dau vung ha vi, dugc chan doan c6 khéi u ha vi l1éch phai bang siéu am &
bung va chup cét 16p vi tinh & bung. Bénh nhan da dugc nédi soi chan doan, sau d6 cat bd u xo trén di
tich t& cung bang phau thuat ndi soi. Sau phau thuat, bénh nhan khéng con cac triéu ching cia u xo va
xac nhan mo bénh hoc, khéng can thiép bé sung. Két ludn: U xa ti cung trén bénh nhan c6 héi ching
MRKH Ia mét bénh canh hi€m gap. Phau thuat noi soi la phuong phap c6 gia tri chdn doan va diéu tri.
Viéc cat bo khéi u xa ti cung & di tich ti cung dugc chi dinh khi chiing c6 triéu ching.

Tu khéa: Hoi chiing Mayer-Rokitansky-Kuster-Hauser, u xa tif cung, di tich t cung.

Summary

Objective: To report a case of leiomyoma arising from Mullerian remnant in a patient with Mayer-
Rokitansky-Kiister-Hauser (MRKH) Syndrome at 108 Military Central Hospital, and to review studies on
diagnosis and treatment of this disease. Case report: A 48-year-old female, with past medical history of
MRKH syndrome, presented with hypogastric pain. Ultrasonography and abdominal CT scan showed a
pelvic mass, suspecting an ovarian tumor. The patient was performed laparoscopy to find out the tumor
on Mullerian remnant. The tumor was resected. Pathology confirmed leiomyoma. Postoperative period
was uneventful. No other intervention was required. Conclusion: Leiomyoma in patients with MRKH
syndrome is a rare finding. Laparoscopy is a helpful diagnostic and therapeutic modality. Tumor
resection on mullerian remanant is indicated if the patient is symptomatic.
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I.DAT VAN DE

Hoi ching Mayer-Rokitansky-Kuster-Hauser
(MRKH) la mot bat thudng hiém gép dac trung bai
hién tugng bat san am dao bam sinh va khéng co ti
cung hodc t& cung thé so, mac du budng tring va
8ng dan tring phat trién binh thudng, chic nang
noi tiét t6 binh thuong, di truyén binh thudng
(46,XX). Ty 1& mac hoi chiing MRKH dugc udc tinh la
1 trong 4000-5000 & nir giGi'. Nhirng ngudi mac hoi
chiing MRKH khéng ¢6 hién tugng kinh nguyét. Mot
sO bat thuong kém theo bao gom: Than lac chd, chi
¢6 1 than hodac hinh thai than bat thudng, hiém gap
hon la cac bat thudng phat trién hé xuong, dac biét
la cét s6ng, mat thinh luc, di tat tim, ...

Mot s6 it cac trudng hgp dugc ghi nhan vé u xo
tir cung trén bénh nhan mac hoi chiing MRKH da
dugc bao cao’. Ching téi trinh bay moét truong hop
mac hoi chiing MRKH va u xo & di tich cda sting tu
cung bén phai. Phau thuat noi soi la phuong phap
thich hgp va hiéu qua dé chan doan két hap diéu tri.

Il. TRUGNG HOP LAM SANG

Mét phu nir 48 tudi da dugc chan doan mac hoi
chiing MRKH tur nho, khéng luu lai hé so. Gan day
bénh nhan xuat hién dau bung am i viing ha vi, dau
tang nhiéu. Kham thuc thé cho thdy bénh nhan cé
ki€u hinh nt, co quan sinh duc ngoai phat trién binh
thudng. Am ho binh thudng, am dao dai khoang 4-
5cm, khéng c6 ¢b tir cung va s& thay khai kich thudc
5x6cm & vung ha vi léch phai.

Siéu am theo doéi khéi u ha vi bén phai, chua loai
trir u buéng tring.

Két qua chup cat I6p vi tinh 6 bung: Vlng tiéu
khung bén phai c6 khéi t6 chiic hinh bau duc, ranh
gidi rd, kich thudc 66,4x42,3x45,9mm, dong nhat thi

.j e

Hinh 2. No6i soi chan doan cho thay 2 budng triing binh thudng,

trudc tiém ~25HU, ngam thu6c manh & ngoai vi sau
tiém, vling trung tam ngam thuéc kém, cac ca quan
khac chua phat hién bat thudng. Khong tim thay bat
thudng & than, niéu quan hodc bang quang.

Hinh 1. Hinh anh CLVT cho thay
¢6 khéi u vung tiéu khung léch phai

Bénh nhan dugc chan doan so bd u budng
tring, chua loai trir u xo tl cung, c6 chi dinh phau
thuat cat u. Chang téi da quyét dinh noi soi dé chan
doan va két hgp diéu tri.

Trong phau thuat: Hinh thai phan phu 2 bén
binh thudng, 6ng dan tring va budng tring, phan
phu 2 bén néi véi nhau béi dai xa, va trén cau tric
dai xo dé, léch vé bén phai la khéi u bé mat tron
nhan kich thudc 5x6cm. Ching t6i tién hanh ding
dung cu noi soi boc khoi u xa ra khéi dai xo va cam
mau ky. Hau phau bénh nhan 6n dinh, xuat vién sau
3 ngay, hét triéu chiing dau bung ha vi.

Két qua giadi phau bénh: Trén manh cat thay u
cau trdc gbm cac té bao co tron véi nhan thoi dai,
kha déu nhau, sép xép thanh bo chay theo céc
hudng. Bénh nhan dugc xac dinh chdn doéan u xo co
tl cung va khong can can thiép bé sung.

2 phan phu néi véi nhau béi dai xo la di tich ti cung, nhan xo ti cung & vi tri di tich sting t& cung bén phai
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lll. BAN LUAN

Hoi ching MRKH dugc dac trung bai ching
thi€u sadn bam sinh t& cung va su phéat trién binh
thudng cla cac dac diém sinh duc thu cap. Cac dac
diém chinh cGia héi chiing MRKH 1a am dao va co
quan sinh duc ngoai binh thudng, khéng cé tir cung
hodc ti cung cuc ky thé sg, 6ng dan triing phat trién
binh thudng, budng triing binh thudng vé hinh thai
va chiic nang, thudng phat trién cac dac tinh sinh
duc thur cap, va lién quan dén cac di tat vé tiét niéu
va hé théng xudng cling nhu cac bat thuong & tai
gilta va mat thinh giac>*>%’.

Hoi chiing nay dugc chia thanh ba loai. (1) Loai
1: Loai dién hinh: Thiéu san ti cung va hai phan ba
phan trén am dao véi phan phu binh thudng, hai
sting t cung lién két véi nhau bai nép phuc mac...
(2) Loai 2, loai khéng dién hinh: Thay d6i hinh thai
phan phu kém bat thudng hé tiét niéu. (3) Loai 3 hay
hay hoi chiing MURC (bat san 6ng muller, loan san
than, c6 tir cung bat thuang) dugc dac trung béi bat
san hodc thiéu san tir cung, am dao, kém theo céc di
tat cha than (than lac ch, than hinh moéng ngua),
cac bat thudng vé hé xuong, tim, va thinh luc'>.

Bénh nhan clia ching t6i khéng c¢6 ti cung, ti
cung chi con lai di tich 1a dai xo néi 2 phan phuy,
khéng c6 6 ti cung, am dao dai 4cm, khong cé di
tat lién quan, tuong Ung vdi loai | ctia Hiép hoi Hoa
Ky vé Phan loai Y hoc Sinh san.

Nguyén nhan cla MRKH van chua dugc xac
dinh. Hoi chiing nay c6 thé do sy nguing phat trién
sém cla 6ng Muller & tuan thd bay ctia qua trinh
phat trién phoi thai. Trudc day, hoi ching nay dugc
xem la tu phat, tuy nhién cac bao cdo bénh xuat
hién & cac thanh vién trong cung gia dinh cang Gng
ho gia thiét vé nguyén nhan di truyén, di truyén
theo kiéu hinh troi trén nhiém sic thé thudng véi
muc dé bi€u hién da dang">

Triéu chdng lam sang thuong gap cta hoi
chiing MRKH la vé kinh’. VGi nhiing trudng hgp am
dao ngan hay khéng c6 am dao, bénh nhan bi han
ché kha nang quan hé tinh duc. Khoang 6% dén
10% nhiing bénh nhan nay phan nan vé ching dau
vung ha vi man tinh. Cac ly do bao gbm mé ndi mac

tir cung ton tai con chic nang dan dén tu mau tu
cung, lac ndi mac ti cung, va u cc®. Bénh nhan cla
ching téi khong c6 dau hiéu tu mau, cho thay con
dau c6 thé bat nguén ti u co tron hodc do cac
nguyén nhan khac.

Hoi chiing MRKH thudng dugc chan doén & tudi
thiéu nién khi diéu tri vo kinh nguyén phat. Siéu am
bung la mét phuong tién don gian, khéng xam lan
va la cong cu dau tay trong viéc danh gia bénh nhan
nghi ngd bat san 6ng muller, khi khéng thay hinh
anh cau trdc t& cung gifta bang quang va truc
trang®. Noi soi 8 bung dugc chi dinh khi nghi ngd
nhung chua xac dinh chan doan trén siéu am®,

Mai lién quan gilta héi ching MRKH va u xo trén
di tich t& cung dugc bao cao lan dau tién vao nam
1977%. Su san xuat steroid binh thudng tai buéng
triing goi y kha nang phat trién cac khéi u sinh duc
phu thudc estrogen, nhung u co tlf cung & tlf cung
thiéu san trong hoi ching nay rat hiém’. Nguyén
nhan c6 thé giai thich do doan cudi cla cac 6ng
Muller cé cac sgi co tron. U xo tif cung ban chét 13
cac khoi u phu thudc vao estrogen va trong hoi
chiing MRKH céc sgi ca tran van chiu anh huéng cta
estrogen do budng tring tiét ra hinh thanh nén cac
khéi u xo tu cac dai xo cta 6ng Muller. Thong
thuong, u xo ti cung gdp véi ty 1é 20-25% & phu nir
binh thudng, nhung & nhing ngudi phu nit MRKH
rat hiém khi phat trién thanh u xo tl cung c¢6 thé do
mat d6 receptor clia estrogen trén nhitng dai xo it
hon hoac d6 nhay cdm clia céc receptor nay clng
thap hon'™.

Ngoai ra, mét s6 bao céo trudng hgp u co tran
phét sinh tir day ching tron va cung d6°. G nhiing
trudng hap nay khéi u cé thé khong cé triéu ching
hodc c6 thé gay dau viing ha vi. Tai Viét Nam, 2 trudng
hop u xo ti cung trén di tich tir cung cling dugc bao
cao vao nam 2017 va 2020 tai Bénh vién Phu san Ha
NGi, mét ca duge xtr tri khoi u bang phau thuat ma
bung va moét ca dugc phau thuat noi soi10. Trong mot
6 trudng hap, bénh nhan c6 thé dén kham khi da c6
bién ching. Nam 2021, Federico Romano va cong su
bdo cdo mot trudng hgp xoadn u, dugc phau thuat mé
bung dé loai bd hoan toan khdi u.
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Khi phat hién thay khéi vung ha vi trong cac
trudng hop MRKH, sau khi kham [am sang, kiém tra
bang siéu am va cac phuong phap chidn doan hinh
anh khac, noi soi 6 bung sé dugc chi dinh. Noi soi
giup xac nhan chan doan va cho phép c6 huéng
diéu tri phu hgp. D6i véi u ca tron cb triéu ching
trén di tich tir cung, cat bo khaéi u la chi dinh r6 rang.
Viéc cat bo khéi u c6 thé dugc thuc hién bang phau
thuat noi soi*®.

IV. KET LUAN

Su phét trién clia u co tron trén di tich ti cung,
mac du hiém gap nhung c6 thé xay ra & nhiing bénh
nhan mac héi chiing MRKH. Nhiing bénh nhan nay
nén dugc kham, va phau thuat cat khoi u khi cé triéu
chiing. Phau thuat néi soi la phuong phap it xam lan
va hiéu qua cao.
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