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S U M M A R Y 

A 7 year old girl with homocystinuria is presented 

in this report she required general anesthesia for bila

teral subluxed lenses. 

Homocystinuria and general anesthesia was dis
cussed. Some important points were reminded such as 
thromboembolism and hypogiicemia. 
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Ö Z E T 

Bilateral sublükse lensleri nedeniyle öpere edilen, 
7 yaşındaki bir kız çocuğuna genel anestezi uygulaması 
sunulmuştur. Homosistinüri ile genel anestezi tartışıl
mış, tromboemboli ve hipoglisemi gibi bazı önemli nok
talar hatırlatılmıştır. 
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Advances in diagnosis and therapy have resulted 

in the increased survival of patients affected by rare 

diseases. An example of such a disease is homocysti

nuria, first described by Field and associates in 1962 

(1)-

Homocystinuria (homocystinemia) is an inborn er

ror of metabolism that is due to the failure of transsul-

furation of the precursors of cysteine. It is an autoso

mal ressesive disorder and its incidence is aproximate-

ly 1/200000 (2). Clinical manifestations are osteoporo-

zis of the long bones, mental retardation, hypoglyce

mia, dislocation of the lenses, lax ligaments, kyphosco

liosis, genu valgum, light-coloured hair, flat feet, malar 

rush and repeated venous and arterial thrombotic epi

sodes (3,4). The diagnosis is usually confirmed by the 

presence of homocystine in the urine. 

Disease may be prevent early diagnosis, dietary 

management, pyridoxine and folic acid administration 

(4). 
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Patients with homocystinuria may require general 
anesthesia on lens extraction for ectopia lentis. Sud
den occlusion of cerebral, pulmonary, renal and myo
cardial vessels in the perioperative period presents the 
anesthesiologist with a high risk of mortality and a 
great challenge in management. 

Consequently, we present a case report of a pa
tient with homocystinuria and we offer some sugges
tions that may be helpful in the anesthetic manage
ment of similar cases. 

C A S E R E P O R T 

The patient was an 7-year-old, 25 kg girl and was 
admitted to the hospital with bilateral subluxed lenses 
and iridodenesis. She has observed by our hospitals 
pediatrics clinic because of mental and motor retarda
tion when she was 1.5 years old. Presence of methio
nine and homocystine in her urine and blood, she was 
diagnosed homocystinuria. Pyridoxine, folic acid and a 
special diet was administered till now. 

Only, ll/VI pansystolic murmur was observed In 
her physical examination. There were no significant 
card iopulmonary or renal problems. Her platelet 
count was 378000/mm 3 , Hb 13.5 gr/dl, Htc 41.3%, 
prothrombin time 13 seconds, blood glucose 111 
mg/dl. PA chest x-ray and other lobarotry findings 
were normal. 
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She w a s a c c e p t e d to opera t ing r o o m for pars p la

na lens extraction. S h e w a s admin is te red acetylsalicyli-

cacid (100 mg/dai ly ) four days be fo re surgery. T h e p a 

t ient w a s p r e m e d i c a t e d w i th a t rop ine 0.25 mg intra

muscular ly . A n e s t h e s i a w a s i nduced wi th p ropofo l (2 

mg/kg) , v e c u r o n i u m (0.1 mg/kg) and 6 mm non-cu f fed 

orot racheal tube w a s u s e d for in tubat ion. 

A n e s t h e s i a w a s ma in ta ined wi th 6 mg/kg /h r pro

pofol Infusion a n d 50% N2O/O2. 0.25 mg bolus doses 

of a l fentani l w a s repea ted in every 20 minu tes . Dex-

tran 40 (200 ml) and 5% dex t rose (200 ml) w a s used 

dur ing 1 hour a n d 30 m inu tes p rocedure . 

Her legs were w r a p p e d in elast ic b a n d a g e s . EKG, 

O2 saturat ion a n d b lood pressure w e r e m o n i t o r e d . Her 

b lood g lucouse levels were m e a s u r e d 3 t imes dur ing the 

procedure and were f o u n d e d b e t w e e n norma l va lues. 

At the end of the p rocedure v e c u r o n i u m was re

versed wi th a t rop in 0.25 mg a n d pros t igmin 0.5 m g . 

T h e n the pat ient was ex tuba ted . Her anesthet ic course 

was unevent fu l . S h e w a s obse rved c losely for s igns o f 

pu lmonary embo l i on pos topera t ive days . 

T h e pat ient w a s ope ra ted f rom her o ther eye one 

m o n t h later u s i n g w i t h the s a m e a n e s t h e t i c t e c h n i c 

and n o c o m p l i c a t i o n s w e r e o b s e r v e d . S h e w a s d is 

charged h o m e on the seven th pos topera t ive day. 

DISCUSSION 

Pat ients w i th homocys t i nu r ia m a y die at an ear ly 

age due to the t h r o m b o e m b o l i c p h e n o m e n a . C a r s o n et 

a l p r e s e n t e d ten c a s e s w h o b e t w e e n t h e m suf fered 

more than ten t h r o m b o - e m b o l i c ep isodes , there w a s a 

fatal o u t c o m e in th ree cases (5). Henk ind et al repor

ted two postopera t ive dea ths fo l lowing ocular surgery 

because of t h r o m b o e m b o l i s m (1). So anesthes io log is t 

must prevent the pat ient f r o m t h r o m b o e m b o l i s m . Care 

ful a t tent ion mus t be pa id to the in t raoperat ive a d m i 

nistrat ion of f lu ids (6). A l though C r o o k e et a l a n d G r a 

ver et al have r e c o m m e n d e d the use of dex t ran 70 

(1,6). Parris et al have r e c o m m e n d e d dext ran 40 (4). 

We use d e x t r a n 40 b e c a u s e i t d i m i n i s h e s p la te le t 

adhes iveness . 

Prevent ion f rom hypog lycemia , dex t rose solut ions 

s h o u l d be a d m i n i s t e r e d (4,6). E las t i c b a n d a g e s or 

s tock ings must be w r a p p e d to the legs for prevent ion 

f rom b lood stat is . M c D o n a l d et al h a v e d e m o n s t r a t e d 

i n c r e a s e d p la te le t a d h e s i v e n e s s in a f f ec ted pa t ien ts 

(1). D ipy r idamole or acety lsa l icy l ic ac id can be used 

for p r e v e n t i o n f r o m t h r o m b o e m b o l i s m (3) . P o s t o p e 

rative early ambu la t ion must be prov ided. 

A l t h o u g h g e n e r a l a n e s t h e s i a c a n i n d u c e t h r o m 

b o e m b o l i s m , there is no anes the t ic drug ind icated or 

c o n t r a i n d i c a t e d . S o m e r e p o r t s a d v i c e tha t n a r c o t i c 

ana lges ics shou ld not be admin is te red because of res

piratory depressan t ef fects that cou ld de lay early pos

toperat ive ambu la t ion (4). 

Meanwh i le we used a new short act ing narcot ic 

agent a l fentani l , we didn't observe any respi ratory de

press ion or de layed recovery per iod . 
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Inhalat ion anes the t i cs w a s used for ope ra t i ons in 

l i terature (1,4,6,7). We u s e d propofo l in fus ion a n d a l 

f e n t a n i l i n t r a v e n o u s l y w h i c h w e r e n e w I n t r a v e n o u s 

a n e s t h e t i c a g e n t s . T h e s e a re shor t ac t ing d r u g s s o 

they prov ide rapid recovery a n d ear ly ambu la t i on . 

Propofo l is a potent hypnot ic , current ly f o r m u l a t e d 

as an a q u e o u s emu ls ion of s o y b e a n oil (8). Its p h a r m a 

cok inet ic prof i le sugges ted that anes thes ia cou ld be in 

d u c e d and ma in ta ined by a con t inuous in fus ion of the 

d rug . T h e a d v a n t a g e is the rap id , s m o o t h pos topera t i ve 

recovery wh ich is f ree of n a u s e a and vomi t ing (9) . 

A l fen tan i l is a use fu l s y n t h e t i c na rco t i c . I t m a y 

h a v e m a n y apl icat ions as an ana lges ic in surg ica l p ro 

cedures . Impor tan t posi t ive points inc lude its rap id o n 

set o f ac t ion , its m o d e r a t e e f fec ts on h e m o d y n a m i c 

stabi l i ty and its rap id e l iminat ion , genera l ly a l low in for 

g o o d recovery (10). Fo l lowing anes thes ia all pa t ien ts 

should be o b s e r v e d 48 hours c losely . 

In s u m m a r y spec ia l a t tent ion mus t be pa id to min i 

mize the r isks . M a i n t e n a n c e o f h igh card iac ou tpu t , re

duct ion of b lood v iscos i ty , reduc t ion of vascu la r res is 

tance , i m p r o v e m e n t o f per i feral per fus ion , g o o d v e n o u s 

return, avo idance f r o m dehydra t i on , s t ress a n d h y p o g l y 

cemia , rapid recovery f rom anes thes ia , p rov id ing ear ly 

pos topera t ive ambu la t ion are the impor tan t po in ts for 

anes thes ia to the pat ient wi th homocys t inu r ia . 
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