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BENH ORMOND (XO HOA SAU PHUC MAC: RPF): THONG BAO
MOT TRUONG HQP VA HOI CUU Y VAN
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TOM TAT

Xo hoa sau phic mac (bénh Ormond) 12 bénh 1y hiém gap, dic trung bd1 mot tinh trang x0 hoa lan
toa va viém khoang sau phiic mac, bao quanh dong mach chu byung, ni€u quan va cac co quan khac
trong ) bung. Chan doan RPF thufO’ng kho khan do hinh anh X-quang va m6 bénh hoc da dang, dé gay
nhiéu chan doan. Chiing t6i bao cao mot trudng hop bénh nhan nir 58 tudi dugc chan doan RPF véi bdi
canh 1am sang dau bung, thiéu méu nhe. Cac xét nghlem hinh anh (siéu 4m, CT/MRI) cho thay khéi
giam 4m/dong nhat quanh dong mach chii bung dudi va dong mach chau chung. Gidi phau bénh cho
thay hinh anh viém xo héa. B¢nh nhan dap tmg t6t v6i liéu phap Corticoid, MRI sau 10 thang cho thay
ton thuong gan nhu thoai trién hoan toan RPF 1a bénh hiém gip, nguyén nhan va sinh bénh hoc chua
1o rang, thuong biéu hién dau bung/lu’ng CT/MRI la phuong phap chan doan va theo ddi wu tién. Mb
bénh hoc c6 gia tri quyét dinh, can c¢6 sy phdi hop véi Xquang khi gap kho khin & truong hop mau
sinh thiét nho.

Li¢u phap Corticoid 14 lya chon dau tién, cac thudc trc ché mlen dich va tac nhan sinh hoc dang
duoc danh gia. Giai phong ni¢u quan bi chén €p duoc thue hién khi can thiét. Nhin chung, bénh c6 tién
luong tot.

Twr khoa: Xo hoa sau phuc mac (RPF), bénh Ormond, chan doan X.quang, mo6 bénh hoc.

THE ORMOND’S DISEASE (RETROPERITONEAL FIBROSIS:
RPF): A CASE REPORT AND LITERATURE REVIEW

ABSTRACT

Retroperitoneal fibrosis (RPF) or The ORMOND’S disease is a rare inflammatory and fibrous
condition encircling the abdominal aorta, ureters, and other abdominal organs. Accurate diagnosis
requires understanding its variable imaging and histopathological features. We report a case of a
58-year-old female diagnosed with Ormond’s disease, presenting with abdominal pain and mild anemia.

'Bénh vién C Pa Nang )

2Bénh vién Ung bwéu TP. H6 Chi Minh
*Chiu trach nhiém chinh: Tran Hoa
Email: tranhoadok@gmail.com

Ngay nhan bai: 01/10/2025

Ngay phan bién: 20/11/2025
Ngay chap nhan dang: 01/12/2025

105



% i 7ap chi
LUNG THUHOC Sé 81.2025

Viét Nam

UNG THU HOC

Ultrasound revealed hypoechoic structures around the aorta, while CT/MRI showed a homogenous
lesion surrounding the lower abdominal aorta and iliac arteries. Histopathology confirmed inflammatory
and fibrous changes. Corticoid therapy was initiated, leading to a good response; MRI after eight
months showed no significant change in lesion size or appearance. RPF’s etiology and pathogenesis
remain unclear, often presenting with abdominal/low back pain. Inflammatory markers may be
elevated. Typical CT/MRI findings include a homogenous mass surrounding the aorta and iliac arteries,
potentially displacing ureters. On MRI, lesions are T1 hypointense and T2 variable (low in quiescent,
high in active stages). PET/CT aids in evaluating inflammatory activity. Microscopic examination
reveals fibrous tissue with inflammatory cells. CT/MRI are preferred for diagnosis and follow-up.
Approximately half of RPF cases are linked to IgG4-related disease. RPF is often misdiagnosed as
malignancy due to variable clinical and radiological presentations, making pathological diagnosis
challenging on small biopsies. Corticosteroids are first-line, with immunosuppressants and biological
agents also used. Ureteric obstruction may require stenting or ureterolysis. Prognosis is generally good.

Keywords: Retroperitonealfibrosis (RPF),The ORMOND’S disease, radiological diagnosisHisto-

pathology.
1. DAT VAN BE

Bénh Ormond (xo0 hoéa sau phuc mac:
Retroperitoneal Fibrosis: RPF) la biéu hién bénh
ly hiém gip, dugc xem nhu 1a hau qua cia qua
trinh viém xo, mang tinh hé thong xay ra sau phiic
mac, quanh dong mach chu va dong mach chau,
Chan doan 1am sang va hinh anh hoc con khé
khan néu khong co su hd tro cia mo bénh hoc.
Tinh da dang vé hinh thai cta rdi loan nay d& dan
dén chan doan nhu 1a mot bénh 1y ac tinh do thiéu
kinh nghi¢m.

Nam 2024, Bénh vién C PBa Nﬁng da ghi nhan
mot truong hop xo hoda sau phuc mac (trude do co
chan doan 1a sarcoma), dugc danh gia moé bénh
hoc sau md, bénh nhan déap tng tét didu tri sau 10
thang theo ddi. Chung toi thong bao truong hop
nay va héi ctru y van nham rut ra kinh nghiém veé
nhan dinh, danh gia ton thuong dua trén su két
hop 1am sang, hinh anh hoc va mé bénh hoc dé
dat dugec mot chan doan dung dén va co hudng
diéu tri hiéu qua cho bénh nhan.

2. BAO CAO BENH AN

Bénh nhan: B3 T. T. - 58 tudi (1966) — Nit, Ma
luu trir: 24104915
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Dia chi: Hai Chau - Pa Nang. Nhap vién ngay
07/8/2024.

Ly do vao vién: Tinh c& phat hién ton thuong
quanh dong mach chu bung sau dau bung.

Tién su: Tang huyét ap.

Khoi bénh mot tudn dau 4 am i quanh ron, lan
ra sau lung, khong non, dai tiéu tién binh thudng,
bung mém, gan lach khong so thdy. Cac triéu
chung khac khong dac hié¢u. Xét nghiém mau ghi
nhan thiéu mau nhe (Het 0,343; MCV 79,1; MCH
27,8). Siéu am (07/8/2024): Day 16p ngoai dong
mach chu bung (doan chia d6i dong mach than
dén doan chia d6i dong mach chau) (h.1) MRI
(24148189): Tén thuong tin hiéu mé mém quanh
dong mach chu tur chd chia dong mach than dén
ngang chd chia dong mach chau 2 bén; kich thudc
42x25x75mm, b kém déu. (h.2,3,4) Két luan:
Tén thuong bao quanh dong mach chi bung theo
ddi lymphoma. PET/CT (15/8/2024): Ton thuong
bao quanh dong mach chu bung tu chd duéi dong
mach than dén chd chia dong mach chu, tang hép
thu FDG. Ton thuorng ti trong mé mém canh bo
mach chau ngoai 2 bén, ting hap thu FDG. Két
luan: Tén thuong c6 kha ning ac tinh.
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Hinh 3

Chan doan 1am sang: U sau phuc mac, theo doi
Lymphoma.

Bénh nhan duoc ndi soi 6 bung sinh thiét. Két
qué sinh thiét (H24-885) ghi nhan thua thot té bao
hinh thoi bat thuong mirc d6 nhe, té bao lympho
khong dong nhét, c6 té bao lympho T CD3 dwong
tinh va té bao B CD20, CD79a (+). Bé nghi liy
thém mau dé chan doan phan biét lymphoma, u
m& 4c tinh. Bénh nhan c6 chi dinh md ho. Trong
md, ghi nhan khdi u sau phiic mac ngay trude va
bao quanh dong mach chu bung, tinh mach chu
duéi, doan tir dudi chd xuat phat dong mach mac
treo trang trén dén nga ba dong mach chau chung,

Hinh 4
tao thanh khdi ctimg chac, khong di dong. Khong
ldy duoc u do u 16n xam 14n qua nhiéu, chi lay
mau sinh thiét.

Két qua Giai phau bénh va Hoéa mo mién dich
(H24- 128/C, 25/9/2024): Mau sinh thiét thé hién
cha yéu 12 mé lién két xo, xAm nhap lan toa cic
té bao nho lympho xam nhidm mét sb tuong bao.
Cac ddu 4n hoa md mién dich cho théy: CD30,
CDI15, Cyclin D1, CD117,CD56 (-); CD20, CD3,
PAXS, CD38, CD5, CD21, Bel2, Lambda, Kappa
(+), xen k& CD45 (+++); Ki67: 10% rai rac. Két
ludn: M6 viém man tinh, chua thiy budu trén mau
sinh thiét.
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Hinh 9: Lambda (+)

Bén}l nhén dugc danh gia lai MRI sau mo,
cho thay ton thuong sau phiic mac quanh dong
mach chu giam di 1/2 kich thudc; tiép tuc diéu tri

Hinh 12:

Dua trén tién trién 1am sang, hinh anh hoc va
két qua mo bénh hoc, bénh nhan dugc chan doan
la bénh Ormond (xo hda sau phuc mac nguyén
phat).

3. BAN LUAN

Bénh Ormond (Xo hoa sau phuc mac:
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o

Hinh 10: Kappa (+)

khang sinh va corticoid (Solumedrol 40mg trong
21 ngay) va 6n dinh. Sau 10 thang, MRI kiém tra
ton thuong gan nhu thodi trién han (h.12,13).

Hinh 13:
Retroperitoneal Fibrosis: RPF), hodc thuat
ngli khac: sclerosing fibrosis, hodc sclerosing
retroperitonitis, 1a mot thuc thé bénh ly hiém gap,
dugc Albarran thong bao 1an dau vao nam 1905
va Ormond mo ta chi tiét vao nam 1948 [1].

Ti 1é mac bénh tir 0,1-1,4/100.000/ndm; c6
xu hudng gia tang do tién bo v€ hinh anh y hoc
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va xét nghiém mién dich hoc [1,2 ,3]. Ti 1€ nam:
nir thay d6i tir 2-3:1 [2] ¢6 khi 1én dén 5,8:1 [1]
Bénh thudng chan doén ¢ ltra tudi tr 40-60 tudi
(benh nhan chiing t6i nam trong do tudi nay) Céc
yeu t6 nguy co bao gdm tiép xiic amlang hodc
thudce 14. Co ché sinh bénh chwa 5 rang, co thé
lién quan dén dap ung viém khu tra tai chd voi
khang nguyén tr mang xo vira hodc qué trinh
viém tu mién [1,2]. LAm sang RPF thuong khong
dac hi€u, dac biet ¢ giai doan som. Dau bung hodc
dau 1u'ng, mét moi, sot nhe, gidm can va dau am i
¢ ha vi, canh suon hodc lung, dau co 1a cac biéu
hién thuong gip, tién trién 4m tham theo thoi gian
[1,2 4] Pau khong tang khi van dong hodc so nan.
Khi ni¢u quin bi chen ép dau co thé glong nhu
dau quan than [4,5], Tac nghén niéu quan 1a bién
chirng noi bat, Xay ra & 80-100% bénh nhan, din
dén suy than va than & nude & 47-100% truong
hop [2, 3]. RPF dugc phan thanh hai nhém:

- RPF nguyén phat: Chiém phan 16n, bao gdm
xo hoéa lién quan dén IgG4 va xo hoa khong lién
quan IgG4 (v6 can). Khoang 29-58,8% RPF c6
lién quan dén 1gG4 [1,4,5]. RPF IgG4 thuong dap
ung tot va nhanh chong véi Corticoid nhung ¢6 ti
1€ tai phat cao hon RPF v6 can, doi hoi diéu trj tc
ché mién dich kéo dai hon [1]. Chan doan phan
biét giira hai thé nay dya vao mé bénh hoc va hoa
mo mién dich [7].

- RPF thu phat: it gdp hon, chiém duéi 1/3
bénh nhén RPF. Cac yéu t6 gdy RPF thtr phat
bao gdom bénh 1y ac tinh (carcinoid, sarcoma,
K dai tryc trang, K tuyén tién liét, bang quang,
lymphoma), di can ung thu, hodc phan ing nguyén
phat cta u sau phuc mac [1]. Mt s6 thuoc (nhém
Ergot alkaloids, dopamine agonists, P-blocker,
hydralazine, Aspirin, phenacetin, infliximab,
etanercept) cling dugc nghi ngo lién quan. Tinh
trang nhiém trung (lao, histoplasmosis, HIV,
Actinomyces), tién st xa tri, chay mau sau phiic
mac, hodc cac bénh ly khac nhu bénh thoai hoa
bot thu phat, viém m6é md mac treo, va bénh
Erdheim-Chester cling 1a nguy co cuia RPF [1].
Khoang 8-10% RPF c¢6 lién quan dén u [8].

Céc chi diém viém ESR va CRP thuong ting
0 1/2-2/3 bénh nhan nhung thiéu do nhay va do
dic hiéu cho chan doan RPF [5]; chi gitip theo doi
dap ung diéu tri, mic du nong do cua nod khong
phai luon luon lién quan dén sy hoat dong cua
bénh [3]. Tang Creatinine ¢ 40-50% bénh nhan
cho thay co bién chimg & than [3]. O IgG4 RPF,
nong d6 IgG4 cao & 70% truong hop [9].

X-quang thuong quy, si€u am chi la test sang
loc ban dau, nhung do nhay va dic hiéu thip &
giai doan som [3,4,5,6]. CT/ MRI la phuong phap
lga chon trong chén doan RPF: Ton thuong la
khdi déng nhat, cung mat do, quanh dong mach
chu ¢ mat trudc, bén, lan tda tur géc dong mach
than dén dong mach chau (bénh nhan chung toi
da c6 biéu hién nay). Tinh mach chu dudi va ni¢u
quan co thé bi bao boc, chén ép, di 1&ch vi tri, dac
biét 1a ni€u quan gita [4,5,6,10]. Trén MRI, ton
thuong giam tin hi¢u trén T1w va tdng trén T2w
¢ giai doan s6m va hoat dong cua bénh [4]. CT/
MRI ¢6 ¥ nghia quan trong trong danh gia két qua
diéu tri va theo doi bénh nhan. PET/CT c6 tiém
ning trong danh gia hoat dong chuyén hoa cua
RPF va theo doi sau diéu tri, gitp dua ra quyet
dinh tiép tuc diéu tri hay khong [6,10]. Tich hop
gitta hinh anh hoc v&i moé bénh hoc 1a can thiét
cho chan doan RPF [10].

Chan doan md bénh hoc ¢6 vai tro quan trong
trong chan doan RPF. Sinh thiét dé xuat khi:

- Vi tri t6n thuong khong dién hinh (khong bao
quanh dong mach chu).

- Lam sang va cén 1am sang goi ¥ bénh ac tinh
hoac nhiém trung tiém an.

- M6 sau phtic mac thé hién nhiéu 6 phuc tap,
lan toa trén géc dong mach than, dong mach chu
di léch vé phia trudc, hodc c¢6 thAm nhiém co,
xuong, cau trac khac thuong, hach co cum, goi ¥
u 4c tinh (Lymphoma, Sarcoma).

- C6 mo6 xo quanh than goi v bénh Erdheim-
Chester.
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- Co cac vi tri lién quan khac nhu tuy, mac treo,
nghi ngo K tuy, viém tuy man tinh hodc viém mac
treo xo cung.

- Thiéu kinh nghlem trong chan doan hinh anh
vé RPF [13]. Mau mé nén duge 1y ¢ vi tri mo
xo day nhét va nhitng ving ting chuyén hoa trén
PET/CT [13].

- RPF nguyen phat thé hién hinh 4nh mé xo c6
xam nhiém céc té bio viém don nhan hon hop, ti
1¢ thay ddi tiy giai doan:

- Giai doan som: Té chirc phu né, nhidu mach
mau, nhiéu té bao viém mén tinh hoat dong.

- Giai doan mugn: M6 hoc chi cho thay thanh
phan X0 cu’ng v6i it 6 voi hoa, hyalin hoa soi tao keo,
t€ bao viém giam. Thanh phan té bao xam nhiém
bao gom lympho B (CD20), lympho T (CD3, CD4,
CD8) dai thuc bao, tuong bao (CD]S) bach cau
ai toan nhung khong c6 bach cau trung tinh. Su
x0 hoa duogc tao ra boi cac dai xo duong tinh véi
khang thé soi tao keo o typel [11].

Gitra RPF IgG4 va RPF v6 céan, RPF IgG4
n01 trdi tinh trang xo hoa dang Xoan ¢, viém
tac tinh mach ¢6 hinh anh bach cau 4i toan xam
nhiém, s6 luong té bao 4i toan tir nhe dén vira, ti
1€ twong bao chira IgG4 cao hon (30-50%) va mat
do twong bao >10% [1,12]. Trong khi d6, RPF vo
can co cac dai xo hyalin hoa khong dac hi¢u [1].

Hoéa mé mién dich véi dau 4n Kappa va
Lambda boc 1 13 giup chimg minh sy da dang
ctia viéc tham nhiém té bao lympho va tuong bao
trong RPF, gop phan chéan doan rd rang hon [8],
(trén bénh nhan ctia ching t6i cac du an nay thé
hién mdt cach rd nét). Trong cac truong hop ac
tinh, xo hoa sau phic mac thuong khong déu va
khu tri bat thuong hon dang nguyén phat, c6 thé
tim thay té bao u xen 1an trong t6 chirc xo day dic
hodc xam lan cac co 1an can va mo xuong [4,12].
RPF ciing 1a déu hiéu trong bénh 1y Erdheim-
Chester va xo hda hé théng do suy than man, luén
dugc cac tac gia luu ¥ dén trong chan doan 1am
sang [1,3,11].
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Vé mat mé bénh hoc can chan doan phan biét:

- U nguyén bao xo co viém, u xo md bao ac
tinh thé viém va u xo viém ac tinh: Dya trén su
gia tang mat do té bao va mach mau, c6 nhan bét
thuong va nhan chia [4].

- Lymphoma: Bdc 16 quan thé don dong té bao
16n hodc nhé. Chudi Kappa va Lambda trong RPF
boc 16 10 su da dong cua lympho va tuong bao,
giup loai trir Lymphoma [8,13].

- Sarcoma m& biét hoa tot thé viem: Can than
trong khi ¢6 sy hién dién m6 m& kem phan ng
viém xo tién trién [13].

- Bénh Erdheim-Chester (ES): Dac trung béi
su hién dién cua md bao bot c6 CD68KP1(+) va
CDla (-) trong to chuc sgi tao keo day dac [13].

- RPF thir phat do 4c tinh: Té bao u di can
thuong phan tan lan toa, c6 thé khong ghi nhan
dugc trén mau sinh thiét nho, can sinh thiét nhiéu
6, sau vao ton thuong [13].

Du van con tranh cai, chan doan RPF duoc dé
xuat khi ¢6 cac tiéu chuan sau:

- Khéi t6n thuong moé mém day dic quanh
dong mach chu dudi than hodc mach mau chau
trén CT c6 do twong phan cao va MRI.

- Két qua sinh thiét mo bénh hoc 4m tinh véi
tinh trang ac tinh.

- Khong c6 biéu hién bénh 1y h¢ thong, da o,
moét qua trinh xo hoa tién tri€én nhu cac bénh lién
quan dén IgG4 [11].

- RPF 14 bénh it gip, chua c6 phac d6 chuén.
Diéu tri chu yéu dya vao kinh nghiém va cac ng-
hién ctru hdi ctru. Céc thude e ché mién dich
dugc st dung phd bién. Phau thuat chi dé giai
phong chén ép. Corticoid van la liéu phap dau tay,
thudc rc ché mién dich va Tamoxifen chi dinh
khi bénh nhan dé khéang hodc chong chi dinh voi
corticoid. Cac thudc sinh hoc dang dugc danh gia
hiéu qua. Phau thuat chi dinh trong téc nghén nié¢u
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quan, chuyén vi niéu quan [1, 4]. RPF nguyén
phat (lién quan IgG4 va vo cin) diéu tri noi khoa
tuong tu. RPF tht phat tiép can diéu tri dua trén
nguyén nhan gay bénh (bénh nhan ching t61 da
duogc diéu tri corticoid va dap tng tot).

Yéu t6 tién lugng hodc du béo tai phat chua rd
rang, nhung nhin chung hau hét bénh nhén c6 tién
lugng tdt [5,10]. Ti 1€ tir vong khong qué 10%, tai
phat tir 10-50% sau diéu tri gian doan. Suy than
man 13 bién ching chinh, tudi, dai thdo dudng va
gia tri creatinine ban dau duoc coi 1a yéu td du
bao [10].

4. KET LUAN

Qua mot truong hop RPF nguyén phat dugc
ghi nhan tai Bénh vién C Da Nang trén bénh nhan
nit 58 tudi, duoc chan doan, diéu tri va theo ddi
sau 10 thang, cing voi hdi ciru y van, cho thiy:
RPF nguyén phét 1a mot bénh 1y hiém gap. Do
thiéu kinh nghiém, nén chian doan ban dau (hinh
anh hoc, md bénh hoc trén mau nho) gip nhiéu
kho khan, thach thirc.

Viée két hop gitta hinh anh hoc va mé bénh
hoc 1a diéu quan trong dé c6 duge chan doan RPF.
Bénh nhan dap Gmg rét t6t v6i liéu phap corticoid.
Vian dé vé thubc trc ché mién dich va sinh hoc
dang can duoc danh gia va nghién ctru thém. Phiu
thuat duoc chi dinh khi c6 bién ching chén ép
niéu quan va mach mau. Bénh nhan can diéu tri
triét dé va theo doi lau dai, can duoc quan Iy nhu
mot réi loan tiém an cua mot bénh 1y hé théng.

TAI LIEU THAM KHAO

[1]. Isabelalon (2022) - Retroperitoneal Fibro-
sis Is Still an Underdiagnosed Entity with
Poor Prognosis - Kidney Blood Press Res.
2022;47(3):151-162.

[2]. Ignacio Gémez Garcia(2012) - Retroperito-
neal fibrosis: Single-centre experience from
1992 to 2010, current status of knowledge

[3].

and review of the international literature
- Scandinavian Journal of Urology, 47(5),
370-3717.

Marta Runowska (2016) - Retroperitoneal
fibrosis - the state of the art — Reumatologia
- 2016;54(5):256-263.

Augusto  Vaglio (2006) - Retroper-
itoneal fibrosis — Lancet - 2006 Jan
21;367(9506):241-51.

Nicolo Pipitone (2012) - Retroperitoneal
fibrosis - Best Pract Res Clin Rheumatol.
2012 Aug;26(4):439-48.

Martha Tzou (2014) - Retroperitoneal fi-
brosis. Vasc Med. 2014 Oct;19(5):407-14.

ToshiakiTanaka T (2020) - Current ap-
proach to diagnosis and management of
retroperitoneal fibrosis. Int J Urol. 2020
May;27(5):387-394.

Jamie Wu (2002) - Retroperitoneal fibro-
sis (Ormond’s disease): clinical pathologic
study of eight cases - Cancer Control - 2002
Sep-Oct;9(5):432-7.

Tanaz A.Kermani (2011) - Idiopathic ret-
roperitoneal fibrosis: a retrospective re-
view of clinical presentation, treatment,
and outcomes - Mayo Clin Proc - 2011
Apr;86(4):297-303.

. Valentina Raglianti (2021) - Idiopathic ret-

roperitoneal fibrosis: an update for nephrol-
ogists - Nephrol Dial Transplant - 2021 Sep
27;36(10):1773-1781.

. Paul. J. Scheel Jr (2013) - Retroperitoneal

fibrosis - Rheum Dis Clin North Am - 2013
May;39(2):365-81.

. M.L.Urban (2015) - Idiopathic and second-

ary forms of retroperitoneal fibrosis: a diag-
nostic approach - Rev Med Interne - 2015
Jan;36(1):15-21.

. Augusto Vaglio (2024) - Clinical man-

ifestations and diagnosis of retroperito-
neal fibrosis — Up to date - https://www.
uptodate.com/contents/clinical-manifesta-
tions-and-diagnosis-of-retroperitoneal-fi-
brosis.

111



