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DIEN QUA PHAT THE KINH NGUYEN THUY (TTTKNT)

MEDICAL

(PHPV)

SUMMARY

Persistence and hyperplasia of primitive vitreous humor

Vi Hai Thanh*, Vii Long*

Objective: To present three rare cases of PHPV in baby which were diagnosed with USG and CT scanner
at 2 different syndromes. The authors want to find out the diagnostic imaging capability of this affection on each

syndrome.

Material and methode: Cross-section description study of 3 cases with USG and CT scanner.

Result: The patient parent discover when the baby always rubs the eyes because they can’t see anything. Other

clinical examination, the diagnosis is set with UGS as a solid mass in the vitreous corpus, no adherence in the macula,
no hypervascularization on color Doppler image some small calcified nodes at all 2 eyes leading to total blindness.
One of two patient has associated anomalies of the brain: turricephaly, corpus callosum atrophy, lissenpachygyria
calling Aicardi syndrome. CT scanner is indicated only to set the differential diagnosis of retinoblastoma with

calcification and possible extension in the retrobulbar space and optic nerv.

Conclusion: PHPV is a rare anomaly, difficult to prenatale diagnose but easy post delivery by USG, needing
probe over 10 MHz and color doppler; transcranial sonogaphy gives avaluable image. CT is indicated only to detecte

calcification for rule out retinoblastoma. IRM is not necessary except intend to investigate brain malformation.

Key word: vitreous humor.

. DAl CUONG

Nhw da biét thé dich trong tién phong la dich 1dng,
thé kinh sau thé thay tinh 1a thé keo. Trong bao thai
thé kinh nguyén thiy kha d&c rdi I1dng dan dé anh sang
qua dwoc. Tudi 40-50 thé kinh co lai thoai hoa, hoa
Idng, tach khdi vong mac tao nén nhirng vét lo Itrng
nhw rudi bay hay tia ché'p, Nhitng hién twong nay tén
tai thoi gian ngan réi méat khoéng can diéu tri. Néu ton
tai 1au hay tang sé lwong co6 thé do rach hay bong véng
mac thudc hién twgng bénh ly can can thiép. TTTKNT
la hién twong bénh ly hiém gap, hién khé chan doan

* Trung tam Chéan dodn hinh anh AMTIC

trwéc sinh. Sau sinh hinh siéu am 2D hay 3D & khéi
dac trong thé kinh rat dién hinh nhwng can phan biét
v@i u nguyén bao vdng mac, loai bénh thwdng gap
& so sinh va tudi nhd. TTTK cé thé kém hoi chirng
Aicardi gébm nhirng bét thuwéng so ndo da dang nhw
day hdi ndo, nhdn vé nao, teo thé trai, ndo ung thay.
V6&i nhitng bat thuweng nay siéu am trwdc sinh co thé
phat hién dwoc nhwng cac tac gia déu thira nhan
khong thé thdy dwoc TTTKNT béng siéu am truéc
sinh. Chan doan hinh anh xac dinh bénh va gitp cho
phan biét v&i nhiéu chirng mét thi lwc so sinh va tré
em trwdece tién 1a u nguyén bao vdong mac v&i phwong
thire didu tri khac han.
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Il. DOI TUQNG VA PHUONG PHAP

Gom 3 trwong hop so sinh gia dinh phat hién
thdy cadm giac tré khong cdm nhan anh sang, do tay
hay db choi cac hwéng khéng nhin theo, cé cdm giac
nhw mat dai, 2 mat nhd. Kham day mat khong dwoc
do thé kinh dac, siéu am mat & cac hwéng thang,
nghiéng va siéu am mau tim diém mach xac dinh
dwoc bénh, chup cat I1&p vi tinh dé tim voi hoa trong
khéi d&c, thueng thay trong u nguyén bao véng mac.
Chup coéng hwéng tir dé tim bat thwdng so ndo trong
hoi chirng Aicardi.

CA LAM SANG
1. Tran Quéc T., 15 thang.

lll. KET QUA

Ca 3 trvong hop déu khéng phat hién dwoc voi siéu
am trwdc sinh. Tudi phat hién la 3 thang va 15 thang. Siéu
am hudng thdng va nghiéng thay khdi dac, be khong déu,
cAu tric tdng am khong déng nhét, c¢é vai diém ting am
cla vdi héa. Trén hwéng nghiéng thay cé khoang cach
gitra khéi va véng mac, thé kinh chi con lai chiém mot thé
tich nhd canh khdi. Trén siéu &m mau thay c6 diém mach,
di chuyén bénh nhan khong thay khéi di chuyén theo. M6t
trwdng hop kém hdi chirng Aicardi, trén cong hwéng ti
thay teo thé trai, day hdi ndo, nhan vé n&o, so hinh thap.

T nhd thay nhin kém, thwéng xuyén dui mét, khi nhin thwéng ghé mat nghiéng. Kham cé noi chi cho 14 lac,
siéu am nghi u nguyén bao véng mac 2 mat chi dinh chup CLVT.

Anh 2. Biém méau trong khéi trén siéu am.
Anh 3. CLVT véi khéi téang ty trong trong thé kinh.

Anh 4. Khéi chiém gén hét 2 nhan céu.
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2. Trdn Lam H., 3 thang.

SA thai chi thay thidu 6i, d& thuong, 2 thang théy
mat it nhan biét. Dau hinh thap, khong thay thép hay
thop lién sém khong dé y, 2 thang da lay dwoc. Lam
sang nghi ndo nhd. Mat khéng mé nhw khéng nhin thay
gi. Kham 2 mét khong cwong tu. MP déng t&r dinh bit, tra
thudc khong gian, tién phong xep, ddng ttr gian 4mm,
c6 nhidu diém dinh, 2 ban thay tinh thé trong, dich kinh
duc trdng, khong soi rd day méat. Chan doan lam sang
nghi viém mang bd dao phai thai, tb chirc héa dich kinh.
Chuyp CLVT dé tim véi hoéa nhwng khéng thay. XQ so:

Anh 1. Pau hinh thép.

-2010, M, 4m

AMTIC 11 PHAN CHU
MAGNETOM_ES:

khéng thay khép so, so hinh thap, bén xwong so méng.
CHT: nao nhd, day hdi ndo, nhdn vé néo, teo thé trai.
Mét: khdi t& chirc gidm tin hiéu trén T2W trong dich
kinh 2 bén. SA méat thdy mé dac trong dich kinh, van
con ving dich kinh kha méng chung quanh. Trong phan
dich kinh dac co nét voi héa. Véng mac déu, khéng thay
u. CLVT qua nhan cau 1mm thay nbt véi héa trong phan
tang ty trong cla dich kinh. SA xuyén so dich kinh cé
dam tb chirc day chiém 2/3 trwdc. Két luan 1am sang
duc dich kinh, khéng nghi dén té chirc hda, loai trir u
nguyén bao véng mac. Chan doan hinh anh [a TTTKNT
kém héi chirng Aicardi.

PK 21 PHAN CHU TRIN
Small Parts

Anh 2, 3. Khéi dic trong thé kinh thay trén siéu &m
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Anh 7. CHT xung T2 c6 I6p dich kinh tach khéi khéi véng mac. Anh 8. Nhén néo, thiéu sén thé trai. Anh 9. Dau
hinh thap
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3. Nguyén Thu Hang 2t.

3 thang nay ngwdi nha méi nhan ra chau khéng nhin thay g

Kham & Vién méat nghi K véng mac, d& nghj bé mét trai.

Chuyén chup CHT, c6 SA thém.
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IV. BAN LUAN

Tét ca nhirng loai hinh cla vat thé tréng trong thé
kinh dwoc J.Vigneau va Cognard goi la gid u than kinh
(Pseudogliome) bao gdbm bénh Coats, ton tai va qua
phat dich kinh nguyén thay, ntra s6 la u véng mac. 25%
di truyén, phat hién nhiéu nhat & 18 thang tudi, 85% phat
hién truwdc 3 tudi. Cé nhirng thé phat trién lan ra trong thé
kinh, thé dich, % trwerng hop lan ra khoang duéi véng
mac tham chi vao xwong, phdi, gan. Kham day mét voi
gay mé toan than véi kham siéu am dé phan biét gia
u than kinh v&i u nguyén bao véng mac, nhitng u nay
c6 dang mét hay nhiéu khéi, chira hat véi héa. Gia u
than kinh thwong thdy & mét nhd bénh ly, khi nghi ngey
u nguyén bao véng mac chup cét I&p vi tinh dé tim tén
thwong doc than kinh mét hay ndo-mang nao.

Lahgmari va CS cho TTTKNT néu cé tam ching
gdm co chi & tw thé dubi, teo thé trai va 6 khuyét trong
véng mac la hdi chirng Aicardi trong moét sé trweng hop
kém TTTKNT. Hdi chirng nay hay gap & tré nir it khi ton tai
thanh ngudi Ién, néu & nam thi tir vong sé'm. D&c biét tac
gid gép & mot phu ni 30 tudi TTTKNT mat phai nhd, duc
thay tinh thé, kém tang ap luc so ndo, dai xo dinh & cau
Sylvius, u tuyén yén. Theo cac tac gia nay thé kinh qua
phat xay ra rat sém trong bao thai va tén tai dén khi sinh.
Cac bat thuwdng ndo co thé gap nhu gidn nao that khong
c6 tuyén tiing, day hdi ndo, hdi ndo nhd, teo tiéu ndo, teo
giao thoa thi giac phdi hop v6&i cac triéu chirng khac nhw
khé nuét, thiéu ndng co, cham phat trién tri khon, bién
dang khéi ham mat, tai bam thap, mii det ngén cai bam
cao. Cac di tat xwong co6 thé gap gdm hé gai, dét séng chia
ddi, gu veo, xwong swon 13. Nghién ctru trén 109 mét bi
duc thé kinh khéng do chan thuong Moussala va CS chi
gap 1 trwdng hop TTTKNT (ti 1&é 0,9% ). Ngoai nguyén
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nhan do tudi gay me thé kinh, hién twong rudi bay, bénh ly
viém gdm viém mach véng mac, viém mach nho (uveitis),
viém gai chiém t&i 54,9%, trong d6 t& bao viém va ton
thwong viém mé lan can ciing xam lan thé kinh va dan
dén t6 chirc hda, pha vé hang réo mau-mét. 2 truérng hop
chung toi g&p thi 1 chi 1a ton tai va qua phat thé kinh don
thuan & tré 15 thang, 1 kém hdi chirng Aicardi phat hién &
tudi 3 thang, dau hinh thap, mét nhd, trén cdng hudng tir
thay day hdi ndo, teo thé trai. V&i TTTKNT hién nay cong
hwéng tir khéng mang lai théng tin gi nhiéu. Chan doan
phan biét TTTKNT d&t ra v&i nhiéu bénh Iy u mét tré em
nhw u mau véng mac clia hi chirng Von Hippel Lindau
v6i nhitng hat voi héa, u mang mach-méng mét Sturge
Weber Krabbe, xo nét Bourneville, bénh Rechlinghausen,
u hat nhw toxoplasmose, lao.

V. KET LUAN

1. Tén tai va qua phat dich kinh nguyén thay 1a
bénh ly hiém g&p va khong chan doan duoc truée sinh
khi kham siéu am thai tim di tat (k& cd CHT 1.5T).

2. Siéu am mét sau sinh c6 thé xac dinh bénh
nhwng can phan biét v&i u nguyén bao véng mac hay
gap & tré nho.

3. Hoi chirng Aicardi la bat thwong than kinh da
dang c6 thé ghép thém TTTKNT, bét thuwong nay it
c6 kha nang diéu tri va t& vong sém cé thé chan doan
trwdc sinh bang siéu am.

4. Chup cét I6p vi tinh cAn dé phat hién voi hda va
tim ton thwong lan tran doc nhan cau. Sau sinh siéu
am 2D can lam v&i dau do nong trén 10 MHz, & tw thé
thdng va nghiéng véi Doppler mau; siéu am xuyén so
cho hinh &nh rt cé gia tri. Cong hwéng tlr st dung hop
ly khi c6 dAu hiéu ctia héi chirng Aicardi.
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TOM TAT
Muc dich: Giéi thiéu 3 trirong hop ton tai va qué phéat thé kinh nguyén thay (TTTKNT) hiém gép qua chén doan
siéu &m va chup cét I6p vi tinh v6i 2 hoi chirng khac nhau. Tim hiéu kha ndng chén doén hinh anh cta méi loai.

Déi twong va phwong phép: M6 ta cat ngang, véi hinh cua siéu &m va cét I6p vi tinh.

Két qua: Thuong gia dinh bénh nhén phat hién khi tré so sinh khéng nhin duoc, tré dui mét lién tuc; ngoai khém
I&m sang, siéu 4m thay khéi déc trong thé kinh, khéng bam vao day mét, khéng tdng sinh mach trén phé mau, cé it
ndt véi héa nhd, tén thuong thdy & ca 2 mat khién tré mu hoan toan. Mét trong 3 bénh nhan con cé bét thuong than
kinh: so hinh thép, teo thé trai, day vé ndo cé tén la hoi chimng Aicardi. Cat I6p vi tinh duoc chi dinh dé chan doan
phén biét véi u nguyén bao véng mac xem khé néng lan tran ra than kinh mat va khoang sau nhén cau.

Ban luan: Theo béo Santé thé gi6i co 1,4 triéu tré em mu. Rét nhiéu nguyén nhan nhw gen di truyén, bam sinh,
sau sinh thiéu vitamin A, duc nhan mét, u nguyén bao véng mac, trong dé cé duc djch kinh nguyén thdy. TTTKNT
khéc véi duc thé kinh véi nhiing diém lo limg hay rubi bay do thoéi héa thé kinh & ngudi nhiéu tudi. Siéu am hay
céng huéng tir cé thé chén doan truéc sinh héi chirng Aicardi do phét hién duoc nhiing bét thudng so ndo, nhung
khéng chan doan duoc TTTKNT. Can chan doan phan biét véi u nguyén bao véng mac thuong thay & tré nhd.

Két luan: TTTKNT la bét thuong it gép khé chan doén truée sinh nhung kha dé sau sinh chi can siéu &m cé
thé xéac dinh duoc. Siéu &m cén dau do néng trén 10MHz, c6 doppler mau; siéu &m xuyén so cho hinh rét cé gié tri.
Chup cét I6p vi tinh chi dé tim nhiing voi héa loai trte u nguyén bao véng mac. Chup céng huéng khéng cén thiét tree
khi muén tim nhiing tén thuwong néo kém theo.
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