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SUMMARY

Neurocutaneous melanosis is a rare congenital disorder which presents with congenital cutaneous nevi and involvement of
the central nervous system. Here we present a rare case of a 27-year-old mem who had central nervous system melanosis and giant
congenital melanocytic nevi. A brain computed tomography (CT) scan revealed a high-density lesion in the left temporal lobe,
suggesting hemorrhage, no vascular abnormality was seen on CT angiography (CTA). Magnetic resonance imaging (MRI) showed
occupying lesions in the left temporal lobe, leptomeningeal with high signals on TIWI and isosignals on T2WI, and with significant

enhancement after administration of gadolinium. The confirmed diagnosis is established by surgical tissue and leptomeningeal biospy.
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I. CALAM SANG Bénh nhan dwoc chup céat I&p vi tinh so ndo: trén
phim thay c6 khéi tdn thwong tang ty trong tw nhién & thuy
thai dwong trwde bén trai kich thwéc khodng 25x30mm,
ranh gi&i rd, tang ty trong tw nhién lan tda trong cac ranh

Bénh nhan nam 27 tudi, vao vién vi dau dau, budn
nén vai thang, triéu chirng tdng dan, khéng d& khi dung
cac thubc gidm dau théng thwéong, gan day con bi nhin
mo, thinh thoang 1én co co giat. B&nh nhan khéng cé tién
st chan thuwong, dong kinh...

cudn nao hai bén ban cau, nghi dén chay mau dwéi nhén
lan tda, tu mau ngoai mang ctrng vung thai dwong nghi do
) . . di dang mach, tuy nhién trén phim CLVT mach nao khéng

Khém Iam sang bénh nhan c6 rat nhieu not mang  thay tui phinh mach hay & dj dang mach bt thurong. Sau
den trén da toan than tir dau m4t dén lung bung va cang  khj diéu tri néi 1 thang, chup kiém tra lai, hinh anh CLVT
ban chén, déc biét mang den chiem toan bo cang chan khong thay ddi so voi phim cii treéc day. Vi vay chi dinh
chup Coéng hwéng tlr so ndo cé tiém thubc dwoc cac bac
sy dwa ra. Trén hinh &nh cong hwéng tr thay:

Khéi tbn thwong vi tri thai dwong trudc cé déc diém
hinh &nh: gidm tin hiéu ddng nhat trén cac xung T2, T2*,
Flair, DW, tang tin hiéu ddng nhét trén chudi xung T1,
ranh gi&i rd, gay hiéu ng khdi phu ndo nhe xung quanh,

gay gidn nao that, khong xam Ian vao xwong lan can. Tén
Hinh 1. Cac nét, mang den trén da viing cang chan thwong mang mém & cac ranh cudn néo tinh chat twong
bénh nhan tw ngdm thudc manh sau tiém, lan tda, cé xu huwéng tao
cac nbt nhé rai rac. Chung tdi dwa ra chan doan ban dau
theo ddi u héc tb than kinh da.

* Khoa chdn dodn hinh anh, Bénh vién Hitu nghi Viét Pikc
** Trung tam Phéiu thudt than kinh, Bénh vién Hitu nghi Viét Puc
*** Khoa Gidi phd~u bénh, Bénh vién Hiru nghi Viét Purc

74 PIEN QUANG & Y HOC HAT NHAN VIET NAM  S6 58 - 03/2025



DIEN PAN

Hinh 2. CLVT so nao khong tiém thudc khéi tang ty trong tw nhién & hé thai dwong bén phai va cac dai tang ty
trong khoang dwéi nhén hai bén ban ciu. Khong thay ton thwong phinh hay di dang mach trén CLVT mach nao

]

(A) B © (D)

Hinh 3. Hinh céng hwéng tir so nao thay khéi tén thwong thuy thai dwong trwéc bén trai giam tin hiéu trén
chubi xung axial Flair, T2 va T2* (hinh A, B, C), khéng han ché khuéch tan trén DW (hinh D)

Hinh 4. Hinh céng hwéng tir so nao, khdi viing thai dwong tang tin hiéu manh chudi xung Sagital T1 trwéc
tiém, sau tiém thudc cac ranh cudn ndo ngam thudc manh tan téa, cé xu hwéng tao nét.

Bénh nhan dwoc phau thuat dan lwu ndo that [am bénh cac t& bao u phan bé lan tda, bao twong nhiém sac
gidm ap lwc ndi so va sinh thiét mang ndo chan doan. td xam den, d&c diém lanh tinh, pht hop véi chan doan
Trén dai thé td chirc ndo va khoang dwéi nhén mau den la khdi u hac té Neurocutaneous melanosis.
lan tda v&i cac ndt u nhé rai rac. Trén hinh anh giai phau
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Hinh 5. Dai thé tén thwong gém nhu mé nio va
khoang dw&i nhén ¢6 mau den lan téa véi cac nét
nho rai rac
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Hinh 6. Hinh giai phau bénh: cac té bao u c6 bao
twong nhiém sac t6 mau den lan toéa.

Sau phéu thuat, triéu chirng khéng thuyén giam, bénh
nhan Ién co déng kinh nhiéu hon, rdi loan tam than, y thirc
va van dong giam dan. Trén hinh anh chup céng hwéng tir
sau md 7 thang, tén thuwong téng lén ca vé kich thuéc va
s6 lwong cac nét & mang nao, day mang ndo nhiéu hon
xuét hién ca trén &u, duai 18u, nén so, quanh tdy cb.

Hinh 7. Hinh céng hwéng tir so ndo sau md 7 thang:
trén chudi xung T1W sau tiém, cac tén thwong khoi

nét & mang mém, day lan tdo mang mém trén va
dwoi l8u.

Il. BAN LUAN
1. Nguyén nhan

Bénh u hac t6 than kinh da Neurocutaneous
melanosis (NCM) la mét bénh thugc nhém bénh than
kinh da (phakomatosis), hiém gap, khong di truyén, dwoc
d&c trung béi cac nbt rudi sac td I1&n, nhiéu trén da va
u hac t6 mang ndo hodc u hac t& Melanoma & hé than
kinh trung wong [1]. NCM dwoc md ta 1an dau tién bdi
Rokitansky vao ndm 1861. Tiéu chu&n ch&n doan Ian dau
tién dwoc mo ta bdi Fox (1972) va sau dé dwoc sra ddi
b&i Kadonaga va Frieden vao ndm 1991, bao gébm su két
hop cla tat ca cac yéu té sau [1], [6], [9]:

- Nét rudi bdm sinh khéng 16: & ngudi Ion dudng
kinh I&n nhat = 20 cm, & tré em = 9 cm & dau hodc = 6 cm
trén than, hoac nhiéu (ba hoac nhiéu) nét rudi badm sinh,
kém theo u hac t& & mang nao hoac than kinh trung wong.

- Khéng c6 khéi u 4c tinh & da, hodc truéng hop
c6 &c tinh & da thi khéng c6 tén thwong 4c tinh & hé than
kinh trung wong vé mé bénh hoc.

- Khéng c6 tén thwong u hac té 4c tinh & mang
ndo, hodc trwdng hop & mang nao ac tinh, thi khéng cé
tdn thwong &c tinh & trén da

- Céc tiéu chi dwa ra nham loai trir kha néng tén
thwong u héc td ac tinh & da di can vao hé than kinh
trung wong.

Tinh dén nay c6 khodng hon 100 ca mac NCM duwoc
b&o cac trén cac tap chi & Anh, véi ty 18 hién mac wéc tinh
khoang 1/50.000-1/200.000, ty 1& nam: n& 1:1 [2]. NCM
¢6 hai dinh xuét hién triéu chirng, dwéi 3 tudi va khoang
20-30 tudi.

Co ché bénh sinh dugc cho la do sw loan san cda
cac té bao tién than té bao hac t6 than kinh ngoai bi, dan
dén suw tang sinh qua mrc cac té bao san xuat melanin &
da, mang mém (leptomeninges) nén so, & khoang quanh
mach mau vung thuy thai dwong treéec, ddi thi, nhan xam,
cau ndo, tiéu ndo, tdy séng, cé thé lanh tinh hodc 4c tinh,
nhwng co ché gay bénh van chua rd rang [3-4]. Sw bién
ddi ac tinh chiém khoang 40-62%, hau hét bénh nhan sé
chét sau 3 nam [5].
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2. Triéu chirng lam sang

Triéu chirng cht yéu do téng ap lwc ndi so nhw dau
dau, budn nén, ndn, co giat, cé thé liet mot sé day than
kinh s, ndo Ung thay... Khodng 10% trwéng hop phdi hop
voi di tat Dandy- Walker, Chiary, nang mang nhén [2], [3].

Trwéng hop ca bénh clia ching téi triéu chirng than
kinh xuat hién muén cha yéu nén, budn nén, mé mat, cé
thé do bénh nhan thich nghi dan vé&i cac triéu chirng 1am
sang tién trién tlr nhé dén 16n. Khéng kém theo dj tat bam
sinh khac.

3. Chan doan hinh anh

Cét 16p vi tinh thwong khong da dé phat hién s tich
tu té bao hac t8, doi khi, cac & tich tu t& bao hic té cd thé chi
xuét hién dwéi dang cac viing tdng nhe ty trong & mang néo.

Trwdng hop ca bénh ctia chung t6i, tbn thuwong ting
ty trong lan tda trong mang mém dan dén chan doan nham
la chdy mau dwéi nhén lan tdéa va tu mau dwdi mang clirng
vuing thai dwong, nghi ¢é v& phinh mach n&o. Viéc nhadm
I&n nay cé thé duoc ly gidi do cac bac sy CDHA khong
thdm kham 1am sang ngwdi bénh, khéng quan sat thay cac
nbt trén da, khong biét vé tién sir chan thwong, va quan
trong nhét Ia khdng nghi dén vi bénh hiém gép.

MRI la phwong thirc dugce lwa chon dé chup anh
NCM. Su lang dong t& bao héc t6 c6 xu huéng ting
tin hiéu hoac déng tin hiéu trén T1W trwéc tiém, gidam
tin hiéu trén T2W do dac tinh thuan tlr cta melanin
lam rat ngén thoi gian cta T1 [1], [2]. Vi tri tén thwong
phd bién nhét nhat a vung thuy thai dwong (hay gap &
nhan Amygdaloid), mang mém ving nén so, mang ctrng
thwong khong bi. Nhu mé nao cé thé tén thwong nguyén

phat hodc th&r phat, tdn thwong nguyén phat cé thé do
dai thyc bao va té bao chira héc t& melanin gay ra, thw
phat c6 thé do tén thwong tlr b& mét lan vao qua khoang
Virchow robin, vung ndo sau thuwdng khéng bi [1], [4], [6].

U h&c t6 than kinh da c6 thé chuyén thanh ac tinh &
da hodc trong mang néo, chiém ty 1& 40-62%. Viéc phan
biét gitra u h&c t6 lanh tinh va &c tinh trén MRI 1a kho
khan, tuy nhién moét sb déc diém goi y tdn thuwong ac tinh
nhw: c6 hoai tlr, chdy mau, gay phu nao [2], [4].

4. Diéu trj - tién lwong

Tién lwong rat kém, khdng cé phwong phap diéu tri
nao hiéu qua, bao gdm ca héa tri, xa tri khi chuyén dang
4c tinh, hay phau thuat khi tbn thwong xam nhap vao
trong nhu mé vi tén thwong c6 tinh lan ta, tién trién dan
theo thoi gian gay tang ap lwc ndi so, viém mang nhén,
c6 thé chét sau 3 n&m chuyén sang &c tinh [4]. Diéu tri
cht yéu lam gidm &p luc noi so

5. Chan doan phan biét

- Tén thwong lanh tinh & da rat quan trong chan
doan NCM

- Phan biét chdy mau duwéi nhén gibng nhw ca
bénh trén: dwa vao lam sang, khéng cé tién st chan
thwong, tén thwong phai thay déi qua cac lan tham kham

- NCM khac véi leptomeningeal melanomatosis
(LM) 1a u hé&c tb ac tinh mang nao nguyén phat, rat hiém
gép, tén thwong lan tda & mang mém va trén bé mat nhu
m6 mao, cd c& & mang crng, trong nhu mé, dam réi mach
mac, khong cé thién hwéng & hach hanh nhan, cé thé co
tén thwong trén da nhuwng khéng co tén thwong &c tinh.

Hinh 8. U mang néo hac t6 ac tinh nguyén phat: Tén thwong lan tda & mang mém thuy thai dwong phai trén

CLVT trwérc va sau tiém, trén MRI chubi xung T1W trwéc va sau tiém.
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- Bénh Urbach-Wiethe: la mét réi loan di truyén
lan hiém gap, lam sang dwoc dac trwng béi sy tham gia
clia nhiéu co quan do sy l&ng dong ndi bao cda vat liéu
hyaline vé dinh hinh gdm: khan giong, cac nét san trén mi
mat. Trén ndo dac trung la sw voi héa xay ra & hach hanh

nhan, hdi hai ma, hdi can hai ma hoic tham chi Ia thé
van. Trén MRI, nhirng tdn thwong nhw vay giam tin hiéu
& tat ca cac chudi xung, dac biét 1a trén hinh anh GRE
T2*W. V6i héa amygdala trén CT dwoc coi la bénh ly [11].

Hinh 9. Bénh Urbach-Wiethe véi véi héa & héi hai ma hai bén déi xirng

. KET LUAN

Bénh héc t6 thadn kinh da (NCM) la mét bénh
phakomatosis hiém gap dwoc dac trung bdi cac nét
rudi sac té Ion trén da, va bénh hac t& mang nao, co6
thé chuyén dang 4c tinh, tién lwong xau. Cac tdn thuwong

TAI LIEU THAM KHAO

lanh tinh & da déng vai tro quan trong trong, viéc dwa ra
chan doan chinh xac dwa trén két qua hinh anh. MRI [&
phwong thirc dwoc lwa chon dé phat hién cac 6 tich tu té
bao hac t6 trong NCM
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TOM TAT

Bénh u hic té thin kinh da 13 mot hoi ching hiém gap khong co tinh chét gia dinh, déc trung v6i cac nét rudi khong 16 hodc

nhiéu ndt rudi bam sinh trén da va cac khoi u hac to 6 mang nao.

Chung t6i trinh bay mét truong hgp ca bénh hiém gip: Bénh nhan nam 27 tudi, v6i nhidu nét rudi den khong 16 trén da toan
than bam sinh tir nho, khoang 3-4 thang gin day xuat hién cac ddu hiéu thin kinh nhu dau diu, budn nén, nén, md méat. Bénh nhan
duge chup Cit 16p vi tinh chdn doan chay méau dudi nhén lan toa hai bén ban ciu, theo ddi sau 1 thang chup lai nhung khong thiy
ton thuong thay ddi, da duoc chup mach dé loai trr di dang mach ndo. Sau d6 bénh nhan dugc chup cong hudng tir so ndo co tiém

thudc, chan doan Melanomatosis, dugc phéu thuat va c6 két qua giai phau bénh la Neurocutaneous melanosis.
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