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Chan doan va diéu tri u hach than kinh tuyén thuwong thin

Diagnosis and treatment of adrenal ganglioneuroma

Nguyén Hoang Pirc, Tran Quang Nam, Bénh vién Pai hoc Y Dwoc TP. Ho Chi Minh
Lé Manh Hung, Nong Van Huy, Pham Van An

Tém tat

Muc tiéu: Téng két kinh nghiém chan doén, diéu tri u hach than kinh tuyén thugng than tai Bénh
vién Dai hoc Y Dugc TP H6 Chi Minh. Déi tuong va phuong phap: M6 ta hang loat ca u hach than kinh
tuyén thugng than da dugc phau thuat/sinh thiét tai Bénh vién Pai hoc Y Dugc TP H6 Chi Minh tir thang
6/2016 dén thang 3/2020. Chung t6i ghi nhan dac diém hinh &nh cla u, xét nghiém chic nang noi tiét,
sinh thiét trudc mé, phuang phap mé va dién tién sau mé. Két qua: Cé 6 trudng hgp u hach than kinh
tuyén thugng than. Tudi trung binh 30,7 tudi + 2,8 (thay doi tir 22 - 42 tudi). Hai trudng hop u bén phai;
3 trudng hop u bén trai va 1 trudng hgp u hai bén. Trung binh kich thuéc u 47,8 + 10,7mm (thay d6i tir
35 - 60mm). Tat ca bénh nhan phat hién tinh cd khéng triéu ching 1am sang. Chi 2 trudng hop u khéng
c6 bat thudng hormone tuyén thugng than. Chan doan hinh anh khéng goi y dugc dac diém mé hoc
cta u. Nam truong hgp dugc phau thuat néi soi 3D cat tuyén thugng than. Mét trudng hop u tuyén
thugng than 2 bén, dugc sinh thiét u, khdng phau thuat. Két ludn: 2/6 trudng hgp u hach than kinh
tuyén thugng than khong cé bat thudng hormone tuyén thugng than. U khé xac dinh ban chat dua trén
dac diém hinh anh tru6c mé. Phau thuat ndi soi cat tuyén thuong than la phuong tién diéu tri it xam 1an
va an toan.

Twr khéa: U hach than kinh, u tuyén thugng than.

Summary

Objective: To evaluate the diagnosis and treatment of adrenal ganglioneuroma at the University
Medical Centre of Ho Chi Minh City. Subject and method: We retrospectively reviewed all patients with
histological examination of adrenal ganglioneuroma who underwent adrenalectomy or adrenal biopsy
at the hospital from June 2016 to March 2020. We analyzed clinical features and clinical data of these
patients. Result. There were 6 cases confirmed by histological examination of adrenal ganglioneuroma.
Mean age was 30.7 years old * 2,8 (range 22 - 42). Tumors were in the right side in 2 cases, in the left
side in 3 cases in in both sides in 1 case. Mean size of the tumor was 47.8 mm + 10,7 (range 35 - 60 mm).
All patients had no clinical symptoms. 2 in 6 cases had no abnormal adrenal hormone secretion. Imaging
studies can not rule out histological features of the tumors. 3D laparoscopic adrenalectomy was
performed in 5 cases and adrenal percutaneous biopsy done in 1 case. Conclusion: 2 in 6 cases of
adrenal ganglioneuromas had no abnormal adrenal hormone secretion. Pre-operation imaging studies
can not rule out histological features of the tumors. 3D laparoscopic adrenalectomy was a safe and less
invasive treatment.
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1. Dat van dé

U hach than kinh (ganglioneuroma) (UHTK) gébm
té bao hach, té bao voé than kinh truéng thanh
(Schwann) va sgi than kinh; gap & tuyén thuong
than (30%), trung that sau (21,8%), vung sau phuc
mac (20,8%) va vung c6 (10,9%) [6]. U hach than
kinh tuyén thugng than gap & ngudi trung nién, con
UHTK ngoai tuyén thugng than hay gap & tré em va
ngudi tré tudi [7]. Chan doan ban chat cia UHTK
tuyén thuong than trudc phau thuat thuong khé do
da phan u khong hoat déng néi tiét, khong co triéu
chiing (cho du kich thudc 16n) va cac dac diém hinh
anh it dac trung [7]. Do UHTK chi chiém 5% céc u cla
tuyén thugng than, nén it dugc cong bé trén y van
trong - ngoai nudc [6]. Bai viét nay téng két lai cong
tac chan doan va diéu tri UHTK tuyén thugng than
thuc hién tai khoa Tiét Niéu va Khoa Noi Tiét cla
Bénh vién Dai hoc Y Dugc TP H6 Chi Minh; dong thoi
tong két y van nham cung cap cho cac bac si chuyén
khoa cac thong tin lién quan dén loai u hiém gap
nay.

2. D6i tugng va phuong phap

M6 ta hang loat ca u tuyén thugng than da
dugc phau thuat hodc sinh thiét tai Khoa Tiét Niéu
cGia Bénh vién Dai hoc Y Dugc TP H6 Chi Minh tu
thang 6/2016 dén thang 3/2020 v&i chdn doan mo
hoc “u hach than kinh - ganglioneuroma”. Ching toi

ghi nhan cac dac diém hinh anh cla u, xét nghiém
chic nang noi tiét, sinh thiét truéc mé (néu co),
phuong phdp mé va dién tién sau mé. Théng ké mo
ta vGi phan mém SPSS 14.0.

3. Két qua

Chung t6i ghi nhan 6 trudng hgp u thugng than
c6 két qua moé hoc “u hach than kinh tuyén thugng
than”. Nhiing bénh nhan nay dugc thu thap sé trong
98 bénh nhan dugc phau thuat ndi soi 3 chiéu cat
tuyén thugng than va 1 bénh nhan dugc thuc hién
sinh thiét u tuyén thugng than duéi huéng dan CT
scan sau do theo ddi khéong phau thuat. Nhu vay ti lé
bénh nhan c6 chan doan mé hoc la UHTK trong
nhém bénh nhan nay la 6,1% (6/98).

T4t ca 6 bénh nhan déu la nam gidi. Trung binh
tudi la 30,7 tudi + 2,8 (thay déi tir 22 - 42 tudi). C6 2
trudng hop u bén phai; 3 trudng hop u bén trdi va 1
truong hop u hai bén. Trung binh kich thudc u la
47,8 mm = 10,7 (thay déi tir 35 - 60mm). T4t ca cac
trudng hop u déu khong cé triéu ching lam sang
bat thuong, phat hién u tinh c& qua kham suc khoe.
Vé chan doan hinh anh, 5 truéng hop dugc chup CT
scan bung va 1 truong hgp chup MRI bung déu két
ludn u tuyén thugng than it nghi adenoma. Bang 1
trinh bay cac dac diém hinh anh va sinh héa
mau/nudc tiéu truéc mé cla bénh nhan. Bang 2
trinh bay cac bién d6i hormone clia 6 bénh nhan.

Bang 1. Pic diém bénh nhan truéc phiu thuét / sinh thiét

Bénh nhan 1 2 3 4 5 6

Tudi 22 28 42 28 35 29

U tuyén thugng than bén trdi phai phai trdi trai 2 bén

Kich thuéc u 57mm 35mm 36mm 45mm 54mm Tra’|. 60mm

Phai 35mm

Khéng Khéng Khéng dién Khéng Khéng Khéng dién

DPéc diém CT scan / MRI dién hinh dién hinh hinh dién hinh dién hinh hinh

adenoma adenoma adenoma adenoma adenoma adenoma

Cortisol mau 7 — 9 giG (nmol/I) 171,2 138,4 13,79 178 307,7

Cortisol méau sau nghiém phap

dexamethasone Tmg qua dém 21,05 28,73 35,08

(nmol/L)

DHEA.SO4 mau (ug/dL) 3,39 1,69 2319 2,14

Metanephrine /mau (pg/mL) 32,14 24,09 43,32 83,29 38,26 25,42
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z\l'o‘;r/mmef)a”eph””e /mau 221,52 156,53 65,365 164,269
Dopamine mau (pg/mL) 10

Adrenaline niéu (ug/24 gio) 14,97 26,82 1,61

Noradrenaline niéu (ug/24 gio) 124,8 73,15 10,4

Dopamine niéu (ug/24 gio) 1210,52 648,86 203,76

ACTH mau (pmol/L) 4.4 5,7
Aldosterone mau (ng/dl) 7,23 12,44 12,47 8,71
Renin mau (ng/dl) 198,93 8,45 29,37 6,4

Gid tri tham chiéu cdc xét nghiém: Cortisol mau 7 - 9 gid (nmol/l) = 118,6-618nmol/L; DHEA.SO4 mau =
0,69 - 6,17ug/ml; Metanephrine mau = <90 pg/mL; Normetanephrine mau < 196pg/mL; Adrenaline niéu <
20ug/24 gid; Noradrenaline niéu = < 90ug/24h; Dopamine niéu < 600pg/mL; ACTH mau sang = 1,6 - 13,9
pmol/L; Aldosterone mau (ding) = 2,5 - 31,5ng/dl; Aldosterone mau (nam) = 1,3 - 16ng/dl; Renin mau (ding)

=7,54 - 42,3ng/dl; Renin mau (nam) = 4,6 - 31,9ng/dl.

Bang 2. Bi€n d6i hormone cta cac bénh nhan

Bénh nhan 1 2 3 4 5 6
Catecholamine huyét tuong Tang thBl‘IIgl;g thBL‘:’r‘]dzg Tang thBl}g:g Tang
Catecholamine niéu Tang Tang thBL}gzg Khéng lam thB;g:g Khéng lam
DHEA sulfate huy&t thanh Giam Gidam | Khénglam thﬂgﬂg Khéng lam | Giam
Cortisol huyét tuong (7-9 gid) thBL‘Irr‘]d?\g thBLijr‘c;:g thBL‘Irr‘]d?\g Khong lam thBL‘Irr‘c;:g thBLiIr‘]d:g
Aldosterone mau thBJg:g thBLirg:g thBJg:g Khong lam | Khoéng lam thBl:Irr‘]d:g
Renin huyét tuong Tang thBLirgEg thBL}r‘]d:g Khong lam | Khoéng lam thBl:Irr‘]d:g
ACTH huyét tuong Gidm Khonglam | Khonglam | Khénglam | Khénglam Gidm

Trong 6 trudng hop:

5 trudng hgp u tuyén thugng than 1 bén duoc
phau thuat ndi soi 3 chiéu cat tuyén thuong than co
u vi u kich thudc trén 4cm / u tang dan kich thuéc
khi theo déi.

Mot truong hop u tuyén thugng than hai bén
dugc sinh thiét u bén trai. Sau do6 chi theo déi chua
phau thuat vi ngudi bénh chua déng y mé.

Tat c& cac bénh nhan c6 dién tién sau mé / sinh
thiét n dinh, khéng c6 tai bién.

4. Ban luan

U hach than kinh dugc Lorentz mé ta lan dau
nam 1870, xuat phat ti t& bao mao than kinh nam
doc theo chudi hach giao cdm canh séng. U hach
than kinh tuyén thugng than thuong xuat phat &
vung tay tuyén thuong than [9]. UHTK chiém ty lé
dudi 5% cac bénh ly u cla tuyén thugng than [6].
Chung t6i gap 6,1% UHTK trong cac truéng hop
bénh ly u tuyén thugng than phai thuc hién phau
thuat cat tuyén thugng than. Day la loai u hiém gap
nén tur 2000 - 2016 y van thé gidi chi ghi nhan 30 bai
bdao mé ta 150 trudng hgp UHTK tuyén thugng than.
DPa s6 UHTK tuyén thugng than déu dién tién am
tham; khoang 20% bénh nhan cé biéu hién dau tuc
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do u phat trién I16n chén ép co quan xung quanh [6].
Trong 6 bénh nhan cla ching téi, tat ca déu phat
hién tinh co khi kham sic khée, khéng cé triéu
chiing lam sang bat thuong.

4.1. V& hoat déng néi tiét cda UHTK tuyén
thuong thin

Theo Geoerger B va cong su, UHTK tuyén
thugng than thudng khéng hoat dong ndi tiét
nhung khodng 39% truong hgp <6 tang
catecholamines huyét tuong va / hodc nudc tiéu va
57% xa hinh véi (123) I-mIBG cé dau hiéu tang bat
mIBG tai vi tri khéi u [2]. Chi c6 2 trudng hop (33,3%)
hoan toan khéng cé bat thudng vé hormone.

Vé hoat déng clia catecholamine, ching t6i c6 4
trudng hagp (66,7%) tang tiét catecholamine nhung
khong c6 cao huyét ap trén lam sang, trong do: 2
trudng hgp tang catecholamine huyét tuong don
thuan; 1 trudng hgp tang catecholamines niéu don
thuan; 1 trudng hop tang ca hai yéu té.

Khéng c6 bénh nhan nao tang cortisol mau va
aldosterone mau

1 trudng hgp tang renin-angiotensin-1 (16,6%)

3 trudng hop (50%)
Dehydroepiandosterone sulfate /huyét thanh.

2 truong hap (33,3%) giam ACTH huyét tuong.

DPang tiéc ching toi chua thé thuc hién xa hinh
V@i (123)I-mIBG cho cac bénh nhan.

gidm

4.2. V& chan dodn hinh dnh cda UHTK tuyén
thuong théan

UHTK tuyén thugng than chiém 0,3 - 2% cacu
tuyén thugng than phat hién tinh c& qua chan
doan hinh anh [7]. Cac dac diém hinh anh cla
UHTK tuyén thugng than thudng kho phan biét
vGi u nguyén bao than kinh, u nguyén bao hach
than kinh, u sac bao, u vo thugng than va ung thu
tuyén thugng than.

Pac diém siéu am [a mot u mat dd echo kém,
dong nhat, gidi han ré. Chup bung cat 1&p vi tinh
thudng thay hinh anh u dac, gidi han rd, nhiéu thuy,
c6 vo bao. U déng ty trong hodc gidm ti trong so véi
moé ¢a khi chua tiém can quang; tang quang nhe
hodc trung binh, d6ng nhat hodc khong déng nhat
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khi tiém can quang [4]. Ngoai ra, 42-69% UHTK cé
ddu hiéu véi héa trén CT scan [4]. Pac diém cong
hudng tir cia UHTK la tin hiéu thap trén T1W va tin
hiéu cao khéng dong nhat trén T2W [4]. CT scan va
MRI c6 ty 1& chdn doan sai ban chat UHTK tuyén
thuong than lén dén 64,7% [7]. Trong cac bénh nhan
cla chung t6i, hinh anh CT scan va cong hudng ti déu
€6 cac dac diém tuang tu noi trén nhung tat ca déu
khong dugc chan doan trén CT scan trudc mé la UHTK.
Xa hinh vai MIBG (131-
metaiodobenzylguanidine) c6 hién tuong tang hap
thu trong 57% trudng hgp UHTK nhung mot sé u
nguyén bao than kinh, u nguyén bao hach than kinh
cling c6 dac diém nay [7]. Theo Mackie va céng su,
PET scan véi chi s6 SUV (Standardized Uptake Value)
> 3,0 c6 d6 nhay 100% va do chuyén biét 98% dé
phén biét cac ton thuang ac tinh véi lanh tinh cta
tuyén thuong than, nhung cliing khéng ggi y duoc
ban chat mé hoc UHTK cua tuyén thugng than [5].
Trong nghién cdu clia chung t6i, khéng truong hop
nao dugc thuc hién 2 loai chan doan hinh anh nay.

4.3. Vé dic diém mé hoc cia UHTK tuyén
thuong thén [1]

Cac té bao hach than kinh thuong nhay héa mé
mién dich vd&i synaptophysin, CD56, enolase dac
hiéu neuron, neurofilament proteins va protein
gene product 9.5. Dua vao d6 trudng thanh cla té
bao hach, mot s6 tac gia dé nghi UHTK tuyén
thugng than c6 thé chia thém lam 2 loai: U truéng
thanh va u dang trudng thanh. Tat ca cac bénh nhan
trong nghién ciu déu c6 két qua md hoc u hach
than kinh.

4.4. Vé vai tro cda sinh thiét duéi huéng dén
cda CT scan trong UHTK tuyén thuong than

Theo Irina B va cdng su, trong chan doan ung
thu di can, sinh thiét u tuyén thugng than c6 do
nhay va do dac hiéu 1a 87% va 96%. Trong chan
doan ung thu nguyén phat thi gia tri nay lan lugt la
70% va 96% [3]. Ty lé sinh thiét u tuyén thugng than
“khéng c6 két qua xac dinh” thay déi tir 0 dén 28%
tuy theo cac nghién ctru, Ia mot van dé can can nhac
truéc khi chi dinh sinh thiét [3]. Ching téi c6 1
truong hop u tuyén thugng than 2 bén (bénh nhan
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s& 6) chua rd ban chat cta u 1a u di can, u viém
nhiém nén dugc chi dinh lam sinh thiét u bén tréi, la
bén c6 kich thudsc I6n.

4.5. Vé diéu tri UHTK tuyén thuong thén

Diéu tri UHTK tuyén thuong than chd yéu la
phau thuat cat tuyén thugng than vi da s6 u déu co
kich thudc I6n & thoi diém phat hién mac du kha
nang ac tinh cta UHTK tuyén thugng than hau nhu
khéng co [8]. Chung téi thuc hién thanh cong phau
thuat ndi soi 3 chiéu dé cat tuyén thugng than trong
5 truding hop, khéng ghi nhan bién ching sau mé.
Mot trudng hgp u tuyén thugng than 2 bén khéng
déng y mé nén dugc theo doi.

Shawa H theo déi 18 trudng hop da phau thuat
cat tuyén thugng than do UHTK ghi nhan 4 trudng
hgp khdéng tdi phat u sau trung binh 48 thang; 13
trudng hop khdéng tai phat u sau trung binh 50
thang va 1 trudng hop u tai phat c6 dau hiéu ac tinh
[8]. Han ché trong nghién clu nay cla ching toi la
chua theo doéi dugc lau dai kha nang tai phat u.

5. Két luan

U hach than kinh gap & 6,1% cac trudng hop u
tuyén thuong than phai phdu thuat cat tuyén
thugng than. Da s6 u khéng ¢ triéu ching 1am sang
mac du ¢6 kich thudc I6n. Khodng 33,3% u khéng cé
bat thudng ctia hormone tuyén thugng than. Chan
doan hinh anh thudng it c6 gia tri ggi y dac diém mo
hoc clia u, chtd yéu loai trir dugc u ac tinh. Mac du u
kich thudc 16n nhung van cé thé thuc hién phau
thudt noi soi 3 chiéu cat tuyén thugng than.
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