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CHAN POAN VA PIEU TRI BENH XU CUNG RAI RAC TUNG PAM

LE VAN THANH
CO THE BENH HQC

Bénh Iy chat tring thudc cdc truc clia neuron, cic mang ¢6 dudng kinh vai mm
dé&n vai cm. Nhitng thuong tdn nay cé thé gip & ban ciu dai ndo, & ti€u nio, tiy
song va than kinh thi, dic biét ching hay tp trung quanh nio that. Thuong tén mdi
mau hdng, cii mau xdm.

Vi thé: Thuong tdn chinh & myéline, con truc clia neuron hoan toan nguyén
ven. Trung tAm clia cdc mang 1a tinh mach, dudc bao quanh xam 141 béi dai thuc
bao, tin bao va plasmocyte, cic sdn phdm clia myeline va chat lipid dang tu do
trong dai thuc bao. Phdn Gng viém nay phdi hgp giita tdn thuong cii v6i sy gidm
thi€u t& bao dém va v4i sy thay th€ dan bdi sy ting sinh cdc astrocyte.

Nhitng nghién citu vé mién dich t& bao tai trung tdm cdc mang thay cé sy gidm
bét myeline cd ban va gidm thi€u glycoprotein lién quan tdi myeline. Mot cu hdi
sy thuong ton cia mang nhitng t&€ bao it sgi bao quanh cdc doan Ranvier c6 phai 12
nhitng thuong t6n sd khdi cho qud trinh xd ciing khong.

LAM SANG
Tudi mic bénh thudng 20-40. Nit nhiéu hon nam 2 1an.

THUONG TON CAC DAY THAN KINH

DAy thi : chi€m 20 — 30%.

Thudng bi€u hién nhu mot viém thi than kinh hau nhan cau, khong cin ddi 2
bén. Khdi dau dau nhic hoc mit. Gidm thi luc dot ngot, thi trudng thu hep dugi
dang 4m di€m trung tim, khong nhin dugc mau sic, gai thi phi, c6 khi gip hinh
anh viém tic tinh mach, ddu Ruckert. Thi trudng c6 thé phuc hdi sau vai tuan,
nhung c6 thé tai phat va ning hon, nhiu 1an tdi phat gai thi trd nén teo. Po dién
th& kich thich thay rd sy hu bi€n din truyén véi séng P1 trén 100ms.

Thuong tén day van nhén :

Hay gip day IV, ti€p la day III khong hoan toan, c6 thé c6 din ddng ti.
Thuong tdn trén nhan nhu mit chic ning nhin ngang hi€m hon. Cic triéu ching sé&
lui dan.



Thuong ton day tién dinh :

Khdéi diu thudng 13 triéu ching di khong vitng, chao ddo, chéng mit tu thé,
hi€m khi triéu ching cip. Nystagmus theo nhiéu huéng, nghiép phdp Romberg
khong dién hinh, tit cd néi Ién mdt hoi ching tién dinh trung wong.

Thuong ton day so khac :

Pau diy than kinh mit.

Liét mdt ngoai bién.

Mot s6 day so khdc

Riéng mot triéu chiing clia cic day nay khé c6 thé nghi dén XCRRTD

THUOGNG TON BO THAP

70% 1a triéu chitng khdi dau ctia bénh, thudng 13 y&u 2 chan, gidm phin xa,
khong can d6i. Sau vai tudn chuyén sang liét ciing, di lai y&u cach hdi réi liét hin,
triéu chitng thdp chi trén s& xuit hién. Céc triéu ching ciing sé& lui dan, c6 trudng
hdp khéi hin.

THUONG TON PUONG CAM GIAC

Roi loan cdm gidc cling thudng gip nhu triéu ching thip, triéu chitng chi yé&u
clia siing sau va cdt sau tiy song. Ri loan cdm gidc chli quan, di cAm than thé nhu
cam gidc bé chit mot doan thin hoic nhu da diy 1én, c6 thé c6 cdm gidc dau nhu
dién gidt truyén tir cd xudng t6i chan ty nhién hoic khi kich thich ( ddu Lhermitt ).

THUONG TON TIEU NAO :

Triéu ching ti€u ndo xuit hién trong 50% cic trudng hop. Khdi dau 1a céc
triéu chitng loang choang, triéu ching nay c6 thé kém vdi triéu ching thdp. Sau
nay khi bénh ning 1én s& c6 ddy di hoi chitng ti€u ndo nhu gidm truong luc, va r6i
loan ti€u ndo dong trang. Nhitng trudng hdp ning cé thé xuat hién triéu ching run
manh khi chi-y,khi ding c6 thé run cd ddu va than, néi kho kiéu ti€u nio ...

ROI LOAN CO VONG :

Nhitng r6i loan co vong bang quang nhu budn ti€u phai di ngay, hoic di ti€u
cham, cé trudng hgp bat Iyc sinh 1y di kém. Cdc triéu chitng trén dién ti€n theo
tirng dot bénh ning 1én rdi lui, nhung néu bénh tdi lai nhiu 1an sé& dua dén tiéu
ti€u tu dong, ching td c6 thuong tén phdi hop giifa trung wong va céc ré ddm roi
cling, 1am mat cdm gidc budn tiéu ti€u.

THUGNG TON NAO
Con co giat ki€u dong kinh chi€m 50%, c6 thé 1a con cuc bd hoic toan thé.
Nhitng rdi loan vé tri tué va sy tinh tdo, hodc vui vé& hung phan chi thd'y & nhitng



1an buing phit ning.
TIEN TRIEN

Khong thé biét trudc dudce sy tién trién ciia bénh trong dgt bénh thit nhat, ngay
ca sy lui bénh hoan toan hay khong. Khong mdt y&u t& nao vé tudi, gidi, ban chat
khéi ddu, ciac phuong phdp thim do, ... c6 thé cho phép du ki€n dudc tuong lai cia
bénh.

Mot ki€u cdch chung quan trong 13 con bung tii phat sau 1an ddu 1 5 nim.
M3i dgt tai phat bénh bao gid ciing ning hon, bi€u hién sy thodi lui it hon va dé lai
di chitng ning hon, 70% trudng hop sinh hoat khé khin, ngdi tai chd sau 10 nim
bénh.

NHUNG BIEN THE CUA XCRRTD

Céc thé nay con dudc ban cai nhiéu, gobm :
Thé cap
Viém tdy thi thin kinh
Bénh ctia Schilder
Polyneuropathy

XCRRTD cép : Tdn thuong nhiéu ndi tir ndo, thin ndo d&n tiy song, ti€n trién
vai tudn, bénh nhan di din vao hon mé va di dén ti vong. K&t qui co thé bénh
thdy nhiéu mang chi khac véi thé thong thudng 13 cdc mang nay ciing tudi va viing
chung quanh tinh mach sy mat myeline khong nhin thiy rd hon.

VIEM TUY THI THAN KINH hay hoi chitng Devic, vdi cdc triéu ching chinh :
Khéi dau bing triéu chiing viém tiy cAp hodc ban cidp dudi dang viém tdy cit
ngang hodc viém tiy huéng Ién, ti€p theo Ia triéu chiing cda viém thi than kinh mot
hodc hai bén. Bénh c6 thé d€ lai di ching vinh vién, nhung ciing c¢é trudng hop
bénh lui hoan toan khong tii lai. Pdy l1a di€m khéac véi triéu ching c6é thuong ton
hai noi cia XCRRTD 12 tai tdy va tai ddy than kinh thi gidc.

NHOM BENH SCHILDER hay x¢ citng nio lan toa

GOm mdt nhém bénh mat myeline, cin nguyén bi€n ddi nhung ddp Gng nhitng
tiéu chuén : hay gip & thi€u nhi va ngudi tré, khong c6 tién st gia dinh, c6 triu
chiing vé thi gidc nhu bdn manh, mi v4 nio, di€c vd nio, néi khé, c6 hdi chitng
tién dinh trung vong, hoi chiing thdp ti¥ chi. Gidm chic ning than kinh cao cdp mot
céch c6 tiém tié€n. C6 hoi chitng ting 4p luc noi so.
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X0 CUNG PONG TAM CUA BALO

C6 nhitng thuong tdn ki€u hinh nhin m4t chit myelin xen 14n cic t§ chic lanh,
hay gip & ngudi trudng thanh véi cdc triéu chifng clia bdn ciu dai ndo va than nio.
Bénh ning din dua dén t¥ vong.

XET NGHIEM

XET NGHIEM MAT

Chd y tim di chiing cda viém thi than kinh, nha't 13 phia thdi duong, thi trudng
dang 4m di€m, nhan bi€t vé mau sic.

DICH NAO TUY

T& bao 70% trudng hdp c6 ting nhe bach cau, tir vai t€ bao dén dudi 50

Protein ciing ting rat nhe dudi 100 mg%.

Dién di protein dich ndo tdy thiy ting IgG > 10% va vdi oligoclone & nhitng
doan 2, 3 va 4. K&t qua c6 tinh gdi ¥ vi né c6 thé xuat hién trong nhitng trudng hgp
khédc nhu viém ndo chat tring hoai t& ban cip, viém mang nio do trypanosomiase,
herpes va giang mai thGi ky IV.

PIEN THE KiCH THiCH

Nghién ctu PTKT thi gidc rit c¢6 ich cho chin dodn trong 80% trudng hdp
XCRRTD, tuy nhién trong nhitng trudng hgp viém thi than kinh hau nhin ciu ciing
c6 két qua gidng nhau.

PTKT thin ndo bt thudng trong 60% trudng hop cé triéu chitng bénh 1y,
nhung cling cé t6i 20-50% G bénh nhan XCRRTD khong cé triéu chitng 1am sang
ctia thuong t&n than nio.

PTKT cidm gidc than thé thdy bat thudng & 3/4 bénh nhan c6 triéu ching di
cam c6 hodc khong c6 tri€u ching khach quan.

CHAN POAN HINH ANH HOC

CTScan ndo : Thidy dudc nhitng not gidm dam dd tir vai mm dén 1-2 cm, s0
lugng va vi tri thy thudc vao mic do tuong Gng trén I1Am sang, c6 thé thi'y & than
ndo, ti€u ndo va ving chat tring cia ban cAdu. C6 mot dic diém 13 cdc § gidm dam
dd nay tap trung quanh ndo that, ching bit cdn quang cho thdy rd nhitng & ting tin
hi¢u.

MRI: Pay la mdt phuong phdp thim do rit quan trong cho chin dodn
XCRRTD.
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O T1 giong nhu Ctscan, cho thdy cdc 8 gidm tin hiéu véi dic tinh nhu dd néu &
phan trén. T2 cho hinh 4nh ré nét hon, nhat 1a ding chit Gadolinium. Trong diéu
kién hién nay, theo chiing to6i, MRI di thdo gd dudc khé khin trong chin dodn
XCRRTD néu dugc k&t hdp tot v6i 1am sang cing v6i cdc xét nghiém khéc hién
cé.

CHAN POAN

Chan doin XCRRTD khong don gidn vi khong mot triéu chiing 1am sang hoic
cin 1am sang nao c6 thé xdc dinh chin dodn, cAn khai thic tién s, bénh st sau dé
tap hop cdc chitng c¢d vé su ti€n trién clia cdc triéu chiing thuong tn c6 tinh rai rac,
vé thdi gian chitng minh dugc tirng giai doan bénh va cdc triéu chitng méi, tir d6 sé
dung 1&€n toan canh bénh.

NHUNG TIEU CHUAN CHAN POAN XCRRTD

CHAN POAN CHAC CHAN

Theo Mc Alpine va cdng sy :

Bénh st gdm viém thi than kinh hdu nhdn ciu, mot giai doan c6 di cdm, thi€u
s6t van dong, nhin doi, rdi loan bugc di. Tién trién céc triéu chitng trén lui dan rdi
bi€n mAt va ching xuat hién sau d6 mot vai nim, c6 thém nhiéu 1an bung phit vdi
su c6 mit cia triéu ching thdp hoic nhitng ddu hiéu khdc chitng té c6 tdn thuong
nhiéu & ctia hé than kinh trung wong.

Liét hai chi dudi ki€u ti€n tri€n clia mot tai phat va ning hon l1an trudc véi
nhitng ddu hiéu cta tén thuong than nio, cla tiéu nio va ddy than kinh thi gidc.

Theo Schumaket va CS. Rose va CS.

Dua vio nhitng ti€n tri€n : Con bung phat gidm, tdi thi€u hai 1an bung phat
cdach nhau mot khodng thdi gian dugi mot thang, hoic ti€n trién theo tirng nic trai
qua dudi sdu thdng, tdn tai cda nhitng ddu ching than kinh bi€u hién trén mot
thuong tdn ciia chat tring truc thin kinh. Céc rdi loan x4y ra giita 10-50 tudi.

Theo Poser va CS :
Chén doan xic dinh :
Dua trén co so lim sang :

Hai dgt bung phét véi bing chitng tdn tai ciia hai tn thuong khadc nhau.
Hai dgt bung phdt v6i bing chiing 14m sang clia mot ton thuong va bing ching
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cia cAn 1am sang ctia mot vi tri thuong tdn khac biét.
Dua trén co so cdn lim sang :
Hai dot bung phdt véi bing chitng cia 14m sang hodc cin l1Am sang clia mot
tdn thuong va tim thay su phan bd oligoclonal ctia IgG trong dich nio tdy.
Mot dot bung phat c6 bing chifng 14m sang cia hai thuong t6n vi tri khac nhau,
va tim thdy sy phian bd IgG trong dich nio tdy.

Mot dgt bung phdt c¢é bing ching 1dm siang cia mot thuong t6n va mot cin
lam sang clia mot thuong tén noi khac va trong dich nio tiy cé sy phan bd IgG.

Chén doén c6 kha ning ( Theo Poser va CS)

Dua trén co sd lam sang

Hai dgt bung phét va biing chiing ctia mot thuong ton.

M3i dot bung phat nhung cé bing ching clia hai thuong t&n khéc.

Mot ddt bung phat nhung c¢6 bing ching clia mdt 1Am sang va mot cin 1am
sang vi tri khiac nhau.

Dua trén ¢d sG cdn 1dm sang

Hai dgt biing phdt va tim thdy su phan bd cda IgG trong dich ndo tly.

TOM TAT TIEU CHUAN CHAN POAN XCRRTD :

CHAN POAN XAC PINH :
Lan dau 1 Vitri LS + 1 Vi tri CLS khic +1gG
Lin dau 2 Vi tri LS khéc nhau + IgG
Lan2 1 Vi tri LS hodc 1 Vi tri CLS +1gG
Lan 2 2 Vi tri LS khdc nhau
Lan?2 1 Vi tri LS + 1 Vi tri CLS khdc

CHAN POAN CO KHA NANG

Lan diu 2 Vi tri LS khdc nhau
Lan dau 2Vitri LS + 1 Vi tri CLS
Lan2 1 Vitri LS

Lan 2 IeG

CHAN POAN PHAN BIET

NHUNG BENH LOAN DUGNG CHAT TRANG ( leucodystrophie )
Nhirng bénh Sphingolipide :
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Loan dudng chit tring di sic ( metachromatic leucodystrophie ) 1a bénh di
truyén lin trén nhiém sic thé thudng, bi€u hién sa sit tri tué, n6i khé, c6 hdi chitng
thap va r&i loan cd vong. Cé cdc bi€n ddi dién cla thuong tdn than kinh ngoai bién.
Pién ndo dd lan tda séng bénh 1y, dich ndo tdy ting nhe Protein. Trén CT thiy
nhitng & gidm tin hiéu trong cha't tring.

Adrenoleucodystrophie ( da trinh bay trong sinh hoat ky truGc )

Bénh clia Alexander 13 bénh lién quan tdi thi€u hut mdi enxyme astrocytaire
dua dén ting trit cdc sdi dém va mat myeline thit phat. Tré chAm nhin thifc, c6
tri€u ching thap kém mdt nao 16n.

Bénh cia Van Bogaert va Bertrand : tré chAm phat trién, vd cdm, dau to dan,
c6 con dong kinh va cudi cling c6 hién tugng mat ndo. Bénh cé nhitng bat thudng
trong ty lap thé t& bao sao clia ndo.

NHUNG BENH KHAC CUA TRUC THAN KINH

Viém thi than kinh : Tru6c mot trudng hdp viém thi than kinh ta phai nghi dén
XCRRTD, rdi sau d6 mdi d&€n cdc nguyén nhan khic nhu bénh ly ctia diy than kinh
do ngd doc, suy dinh dudng, di truyén hodc chén ép. Cin ti€n hanh nhiéu xét
nghiém c6 lién quan t6i XCRRTD.

Trudc nhitng trudng hop yé&u liét hai chi trén kém hdi chitng thdp 2 chi duéi thi
cAn phan biét véi u tiy c6, heo tiy ¢d tu nhién hodc bénh ly thodi héa dia, khép —
ddy s6ng c6, u mach mdu, réng dng tiy, X6 ciing cot bén teo co, bénh bat thudng
ctia ban 1& cot song cb va cham.

Trudc mot truGng hgp liét hai chi du6i kém triéu ching loan choang phai nghi
dé&n bénh thodi héa di truyén gai — ti€u nio, thodi héa phdi hop cia tiy song , ép
tay ...

Tru6c mot trudng hdp cé dau hiéu ti€u ndo keém theo ddu hiéu tdn thuong than
ndo can nghi d&€n nguyén nhan mot khdi u ngoai hodc trong truc clia than ndo, mot
di dang mach m4u nio cda hd sau.

Trudc nhitng trudng hgp liét hai chi dudi cAp can nghi dén viém tiy cAp nhiém
tring, nhiin tdy, dp xe quanh mang cing, bénh tiy do mau, di cin chén ép mach
mau tay, bénh 1y tiy cia hoi chiing cdn ung thu.
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PIfU TRI VA PHUC HOI CHUC NANG

Do triéu ching tdn man va sy ti€n tri€n rat thit thudng trudc ting trudng hdp
nén viéc diéu tri va thai d6 x tri rat khé trude khi ¢6 du tiéu chuin chin dodn xdcc
dinh hodc chin dodn c6 kh3 ning. Piéu tri dya trén vdn dé viém nhiém va mién
dich.

Corticoide :

Thudc ¢ tdc dung rit ngdn thdi gian clia cdc dot bung phat bénh, nhung né
khé xdc dinh dugc tdc dung d6i v6i sy tram trong clia triéu ching thudc cling khong
thé dugc dung dé€ dé phong su tii phat.

Diéu tri ddt bung phat : gdm ACTH hoic Corticoide.

ACTH 0,5 — 1mg tiém bép tuan 3 1an trong 6 tudn hoic Synacthéne 1mg/ ngay
pha trong 250 ml Glucose 5% truyén TM, diéu tri trong 10 ngay, ti€p theo dung
Synacthéne chAim Img tiém bip tudn 2 l1an trong 2 tudn va tuin 1 lan trong 4 tudn
k€.

Methylprednisolon 1g truyén TM mdi ngay trong 7 d€n 10 ngay, ti€p theo
ding dudng udng 60mg mdi ngdy trong 4 ngly, sau d6 gidm con 40mg, 20mg,
10mg va 5mg trong mdi 4 ngdy, cudi cing Smg uéng cich ngay. Nén dung thém
Calci 650mg ngay.

Céc thudc tc ché mién dich :

Azathioprine (Imurel ) 50mg 14 thudc hay dugc dung véi lidu tir 2 — 3 mg/ Kg/
ngay. C6 tic gia chi dung 10-150mg/ ngay trong nhiéu nim. Thudc c6 tic dung phu
trén co quan tao mau, can kiém tra cong thitc mau mdi thang va néu bach ciu gidm
duéi 4.000/mm” cin gidm liéu.

Cyclophosphamide ( Andoxan ) ding cho nhitng trudng hdp ti€n trién cap,
hoic nhitng trudng hop da khong ddp Gng vdi cdc liéu phdp thong thudng. Truyén
tinh mach 400-500 mg ngay trong 14 ngay, truyén ngit quang 4 1an, dung phdi hop
v6i ACTH.

Téc gid Bornstein va cong su mdi bdo cdo k&t qui dung Copolymer I day 1a
loai thuSc mdi dang & giai doan thi nghiém chua dudc cd quan quan ly thuc phim

va thudc Hoa KV cho phép.

Interferon :
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Pay 13 phuong phdp diéu tri mdi nhat, dudc ti€n hianh thit nghiém gin 10 nim
nay. Interferon Béta-1b dudc diing cho cédc trudng hdp XCRR tié€n tri€n bdi cic dot
bung phat. Thudc chi 1am gidm tan s& con bung phit.

Thuoc déng géi dang bot 0,25mg Interferon B-1b8MUI/ml. Liéu Img tiém
dudi da trong 2 ngay. Dung ti€p 3 dot diéu tri bing ACTH trong 1 nim.

Téch huyét tuong liéu phdp :

Chi dinh cho nhitng trudng hgp ti€n trién min tinh khong ddp Gng véi céc
thudc thong thudng. Phuong phdp nay nén phdi hop véi liéu nhd
Cyclophosphamide va corticoide.

Oxy cao 4p liéu phdp : diéu tri trong 20 ngay, két qua cdi thién & mic c6 khi
nang.

PILU TRI TRIEU CHUNG :

Diéu tri cdc trudng hop co cting bing Liorésal vién 10mg, tdi da 30mg ngay;
va nhitng thudc din co khéc.

Né&u c6 co giat, diéu tri nhu nhitng trudng hgp cit con vdi cic thudc chong
dong kinh.

Tuy tiing trudng hop c6 thé ding cic thudc vé tdm thin thich hgp nhu cic loai
thudc chdng trim cdm...

Sédn séc dudng ni€u, tuy tung tri€u ching :

Bi ti€u 12 mot trong nhitng triéu ching thudng phai cip ctu vi bénh nhin dau
dén v6i bang quang cing qud thé tich. Phenoxybenzamine c6 tic dung gidn co
vong ¢ bang quang.

Trudng hdp cd co bép bang quang ( detrussor ) qua nhay cam do bi kich thich
c6 thé ding Oxybutynin.

Véi trudng hop mat truong luc bang quang, dé nhiém trung, nhiéu tic gid uva

ding bién phdp toan héa nudc ti€u bing cich dung Vitamine C, Methelamine
mandelate.

BAN LUAN

Trong cong tic diéu tri ching ta gip bénh nhin X0 ciing rdi ric tirng ddm véi
mic do khong hi€m. Nhung khé khin trudc day gip phdi trong chdn dodn 1 :
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1.- IgG trong dich ndo tdy cho d&€n nay chua thyc hién dudc. Tuy da dudc quan
tam vé k¥ thuat tir nim 1980.

2.- Pién th€ kich thich : Nay chiing ta d4 c6 trong tim tay vé ngudi va phuong
ti€n k¥ thuat.

Mot thuan 1gi cho chdn dodn 1a chiing ta dd c6 mdy cong hudng tir tiéu chuén 1
Tesla dd kha ning cho cdc hinh 4nh can thiét.

Nhu vy vé cin lAm sang ta thi€u phuong phdp do IgG trong dich ndo tdy, 1
mot tiéu chuin chin dodn ciia Poser. Nhung phuong phap nay ciing chi dat dugc
60% - 70% trudng hgp.

Trong khi d6 MRI cho ta hinh 4nh di€n hinh, d6 tin cdy ciing khong cao nhu di
néi & trén. Tuy phuong phap nay chua dua vao tiéu chuin quéc t€. Ching tdi c6 du
ki€n dua ra dé nghi mot tiéu chudn chidn dodn cho phit hdp vdi hoan cinh lic nay
12 : 1an bung phat, JAm sang, dién th& kich thich, MRI tham gia vio cidc y&u t& chin
dodn, tam thdi khong dung t6i IgG ngd hiu gidp ta c6 dugc chan dodn kha thi.

Pé nghi :
Con bung phat
1 1 vitri LS + 1 vi tri do PTKT khac + MRI
1 2 vi tri LS khéac nhau + MRI
2 1 vitri LS hodc 1 vi tri CLS + MRI
2 2 vi tri LS khdc nhau ( n€u ¢c6 MRI thi chin dodn cang tot hon.
2 1 vitri LS + 1 vi tri CLS khac ( hodc MRI tai 1 vi tri khac)




