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‡¥Á°À≠‘ß‰∑¬ Õ“¬ÿ 1 ‡¥◊Õπ ¡“æ∫·æ∑¬å

¥â«¬Õ“°“√‡°√Áß°√–µÿ° 4-5 «—π°àÕπ¡“‚√ßæ¬“∫“≈

∏√√¡»“ µ√å‡©≈‘¡æ√–‡°’¬√µ‘ ¡’Õ“°“√‡°√Áß°√–µÿ°

‡ªìπ∑—Èßµ—« §√—Èß≈– 1-2 π“∑’ «—π≈– 6-7 §√—Èß ‰¡à¡’

‰¢â ‰¡à́ ÷¡ ‰¡à¡’ª√–«—µ‘Õÿ∫—µ‘‡Àµÿ ª√–«—µ‘§≈Õ¥ª°µ‘ ‰¡à¡’

ª√–«—µ‘‚√§≈¡™—°„π§√Õ∫§√—«  àßµ√«®µ“‡æ◊ËÕÀ“

ocular abnormality

Physical examination
› General physical examination : nor-

mal

› Neurological examination : motor grade

V of all

› DTR 2+, Babinski sign : dorsiflex,

clonus -ve

› Brudzinski sign : -ve

› Sucking, rooting, tonic neck reflex :

normal

Ocular examination
› Visual acuity : CS, CS

› Anterior eye segment : normal

› Fundus : retinal lacunae and hypo-

plastic disc with marginal pigmentation (as figure)

Investigation
› CT brain : agenesis of corpus cal-

losum, widening of subarachnoid space at the

region just superior to the third ventricle with

irregular shape

› EEG : burst suppression
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Õ“®“√¬å·æ∑¬åÀ≠‘ß«√—∑æ√ ®—π∑√å≈≈‘µ

Õ“®“√¬åπ“¬·æ∑¬å»—°¥‘Ï™—¬ «ß»°‘µµ‘√—°…å

·æ∑¬åÀ≠‘ß ÿπ∑√’ ∏‘µ‘«‘‡™’¬√‡≈‘»

¿“§«‘™“®—°…ÿ«‘∑¬“ §≥–·æ∑¬»“ µ√å ¡À“«‘∑¬“≈—¬∏√√¡»“ µ√å

‚√§∑“ß√–∫∫√à“ß°“¬À≈“¬‚√§ Õ“®„Àâ°“√«‘π‘®©—¬‰¥âßà“¬¢÷Èπ‡¡◊ËÕµ√«®æ∫§«“¡º‘¥ª°µ‘∑“ßµ“∑’Ë‡©æ“–

‡®“–®ß√à«¡¥â«¬ ‡™àπ ‚√§ Aicardi syndrome ´÷Ëß‡ªìπ‚√§∑’Ëæ∫‰¥âπâÕ¬¡“° „π‡¥Á°∑’Ë¡“¥â«¬ªí≠À“™—° °“√µ√«®

æ∫ retinal lacunae ‚¥¬®—°…ÿ·æ∑¬å√à«¡°—∫§«“¡º‘¥ª°µ‘„π√–∫∫ ¡Õß ®– “¡“√∂™à«¬„Àâ°“√«‘π‘®©—¬‚√§π’È ‰¥â



2 «√—∑æ√ ®—π∑√å≈≈‘µ ·≈–§≥–

Diagnosis :

Aicardi syndrome

Discussion
Aicardi syndrome ‡ªìπ‚√§∑“ßæ—π∏ÿ°√√¡

∑’Ë¡’§«“¡º‘¥ª°µ‘∑’Ë√–∫∫ª√– “∑ æ∫Õÿ∫—µ‘°“√≥å

πâÕ¬¡“° ∑—Ë«‚≈°æ∫ª√–¡“≥ 300-500 §π‡∑à“π—Èπ

‡™◊ËÕ«à“¡’§«“¡º‘¥ª°µ‘∑’Ë X chromosome ®÷ß

¡—°æ∫·µà„π‡æ»À≠‘ß ¬°‡«âπ„π∫“ß°√≥’∑’Ë “¡“√∂

æ∫„π‡æ»™“¬∑’Ë‡ªìπ Klinefelter syndrome (XXY)

ºŸâªÉ«¬ à«π¡“°®–¡’ª√–«—µ‘°“√§≈Õ¥∑’Ëª°µ‘

·≈–æ—≤π“°“√∑’Ë¥Ÿª°µ‘„π™à«ß·√° ®π°√–∑—Ëß‡√‘Ë¡¡’

Õ“°“√™—°°√–µÿ°µ—Èß·µàÕ“¬ÿ‡æ’¬ß‰¡à°’Ë‡¥◊Õπ ®÷ß‰¥â¡“

æ∫·æ∑¬å ºŸâªÉ«¬¡—°®–∂Ÿ°«‘π‘®©—¬‰¥âµ—Èß·µàÕ“¬ÿ‰¡à‡°‘π

6 ‡¥◊Õπ

„π°√≥’∑’ËºŸâªÉ«¬¡’§«“¡º‘¥ª°µ‘πâÕ¬ ¡’‡æ’¬ß

æ—≤π“°“√™â“À√◊Õ µ‘ªí≠≠“µË” ‚¥¬¬—ß‰¡à¡’Õ“°“√™—°

¡—°∑”„Àâ∂Ÿ°«‘π‘®©—¬™â“ ®π‡√‘Ë¡¡’Õ“°“√™—°°√–µÿ° À√◊Õ

®—°…ÿ·æ∑¬åµ√«®æ∫§«“¡º‘¥ª°µ‘∑’Ë®Õµ“ ®÷ß®–

«‘π‘®©—¬‰¥â ∑”„ÀâÕ“® “¡“√∂æ∫„π§πÕ“¬ÿ∂÷ß 20-30

ªï‰¥â

§«“¡º‘¥ª°µ‘∑’Ë√–∫∫ª√– “∑∑’Ëæ∫∫àÕ¬ §◊Õ

partial or complete absent of corpus callosum ‡ªìπ

‡Àµÿ„ÀâºŸâªÉ«¬¡’ mental retardation ·≈–Õ“®æ∫

§«“¡º‘¥ª°µ‘Õ◊ËπÊ ‰¥â ‡™àπ microcephaly, poren-

cephalic cyst, costovertebral anomalies

æ∫§«“¡º‘¥ª°µ‘¢Õß EEG ·µà‰¡à¡’ pattern

∑’Ë‡ªìπ≈—°…≥–‡©æ“–

§«“¡º‘¥ª°µ‘∑’Ëµ“∂◊Õ‡ªìπ pathognomonic

sign §◊Õ retinal lacunae ¡’≈—°…≥– well-circum-

scribed, punched-out yellow lesion ∑’Ë RPE choroid

·≈–∫√‘‡«≥√Õ∫ optic disc §«“¡º‘¥ª°µ‘Õ◊ËπÊ ∑’Ëµ“

°Á “¡“√∂æ∫‰¥â ‡™àπ microphthalmos, retrobulbar

cyst, cataract, coloboma, retinal detachment ·≈–

iris synechiae

°“√√—°…“ºŸâªÉ«¬‚√§ Aicardi syndrome §◊Õ

°“√§ÿ¡Õ“°“√™—°‚¥¬„™â¬“°—π™—° ´÷Ëßæ¬“°√≥å‚√§‰¡à

§àÕ¬¥’ À≈“¬§π¡—°¡’ severe mental retardation

æ—≤π“°“√™â“∑ÿ°¥â“π ‡¥‘π‰¡à‰¥â  ◊ËÕ “√‰¡à‰¥â ·≈–

¡—°‡ ’¬™’«‘µ¿“¬„πÕ“¬ÿ 10 ªï ¬°‡«âπ„π√“¬∑’ËÕ“°“√

πâÕ¬Õ“®¡’™’«‘µ¬◊π¬“«‰¥â∂÷ß 30-40 ªï

ºŸâªÉ«¬√“¬π’È¡’≈—°…≥–∑’Ë‡©æ“–¢Õß Aicardi

syndrome ∑—ÈßÕ“°“√§«“¡º‘¥ª°µ‘∑’Ë√–∫∫ª√– “∑

·≈–µ“ ‰¥âµ‘¥µ“¡°“√√—°…“≈à“ ÿ¥¢≥–Õ“¬ÿ 5 ‡¥◊Õπ

æ∫«à“¡’æ—≤π“°“√™â“ §◊Õ ®âÕßÀπâ“‰¥â ·µà¬—ß™—π§Õ

‡Õß‰¡à‰¥â ‰¥â√—∫°“√√—°…“¥â«¬¬“°—π™—° Phenobar-

bital ·≈– Depakin ·µà¬—ß¡’Õ“°“√™—°‡ªìπ∫“ß§√—Èß

Conclusion
Aicardi syndrome ‡ªìπ‚√§∑’Ëæ∫πâÕ¬ ¡’

§«“¡º‘¥ª°µ‘∑’Ë ¡Õß√à«¡°—∫µ“´÷Ëß¡’≈—°…≥–®”‡æ“–

ºŸâ‡¢’¬π®÷ßµâÕß°“√√“¬ß“π„Àâ®—°…ÿ·æ∑¬å‰¥â∑√“∫∂÷ß

pathognomonic sign §◊Õ retinal lacunae ÷́Ëß®–™à«¬

¬◊π¬—π°“√«‘π‘®©—¬‚√§ Aicardi syndrome ‰¥â‡ªìπ
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Abstract
Aicardi syndrome is a rare neuroretinal disorder of unknown etiology.  The diagnosis consists

of infantile spasms, defect of corpus callosum, and abnormality of ocular fundus.  We report a 1-month-

old female infant with classic features of Aicardi syndrome including tonic seizure, absent of corpus callosum

and pathognomonic retinal lacunae.
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