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BY 
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Although external ophthalmoplegia oceurs in many disea!e!, chronic external 

progressive ophthalmoplegia, he!t refered to as abiotrophic ophthalmoplegia, is 
a clinical conclition accepted as /J separate entity. lt is characlerized by gradual 

development of ophthalrnoplegia and ptosis without involvement of the pupils 
snd accornmodalion. 80th e)'es are involved bul nol ne<:essarily lo Ihe same deg

ree. It usually progresses toward tolal ophthalmoplegia, although the re may re
main Jimitation 01 the eyelids or the eyelids and the elevalor muscles of Ihe eyes. 

Rarely is it sssociated with other abiotrophic degeneration Jike retinitis pig' 

mentosa and spinocellular atrophy. It attacks bolh sexes snd can occur at s ny 

age, The more advancend Ihe age 01 Ihe patienl, the more benign is its course, 

and there are more possibilities that it will not lead lo complete ophthalmoplegia. 

Investigators have rceenlly been in agreement th at the characleristic changes of 
Ihis disease a re oí the type usually observed in Ihe skeletal mu!Cles in cases of pro

gressive muscula r dystrophy, and lhey agree lhal in cronic progressive ophthal
moplegia these changes a re corrclalOO wilh progre5sive muscular dystrophy and 

represent a special type 01 this disease, ""ith predominance or predilection in 
the extraocular muscles. They sustain this in thal sorne cases have presented 

lhemselvcs concomitanlly with dystrophic changes in Ihe skeletaI muscles. 2, 3, 
4, 5, 6, 7. Lapresle and Jarlot found evidence of progressive muscula r dystrophy 
in three cases with biopsy oC tbe extraocular mueles. 8. The Brumbacks note sn 
additional case also provOO by biopsy. 
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l ne":llre~i¡'·e f.re. Pholo· 
Jlu llh in Ilrimary pOli· 
l ion. The ~ nl aU palpebral 
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lion or Ihe fronla l 
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A pa lient witl! externa! progre~si\'e ophthalmop!egia in aSSOCIS!lOn with abio
trophic reli na! degencratioll was sludied by Thorson snd Bell. The muscular weak
neas snd plosis were all ributcd lo externa l dyslrophic opbtha lmoplegia and were 
provcd by electromyography ami biopsy. 10. lt is generally accepted thal crea
linuria is common in a ll classes of (Iiseascs tha! aHee! lhe general musculature 
and that il is particularly marked in muscular dystrophies. 11, 12, 13. 

The differenljal diagnosis is made especially with myaslhenia gravis. 80th con
ditions produce simila r signs and sy mploms. In abiolrophic ophthalmoplegia 
there is an ahsence of diurnal Iluct uatiolls, non-associalion with fatigue, and non
involvcment of lhe !imbs. The definit e diHerentialion is made by the use 01 Neos
tigminc or with Tensilon chloride, which do .1l0! produce any favora ble improve
menl in abiotrophic ophthalmopleg ia bul which are ~silive in cases oí myasthe-. . ' nlB gravl!. 

The exclus.ion of Ihe pupil with para lysis of lhe third craneal pa ir is a charac' 
leristic of diabetic ophlhalmoplegia . Jnvestigalors suggest Ihal lhe persistance of 
normal pupillary reaction Wll! due lo Ihe now involvement of lhe circumíerenlia l 
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pt'Irlioll oí the third Ot:rve. 14. Jack E. Coldslein, M. O., and David C. Cogan, 
M. D., oí Boslon , in thcir sludy oí 21 cases, íound thal Ihi ll pupillary exclusion 
is present in Ihe majorily of cases, a lthough in sorne cases "arious degrees of 
iridoplegia were encountered. This is conlradiclory lo Ihe non-diabelic ca~ and 
due lo lumol1l or Bneurysms where Ihe pupil is usually involved. The course of 
Ihe ophlhalmoplegia is benigno gradually disappears in a few 1Il0nths, an i8 more 
characteristic in diabetic palienLs of poor control and of long duration. 15. 

Case presenlatiOIl; 16 yea rs old , female, caucasiano Relates thal she began lo 
lIote falling of Ihe superio r eyelids four years ago, beginning wilh Ihe leí! ere, 
and that il became progressively more severe. ending in complete ptosis for 
which shc tried lo compensate by contracling the fronlal muscles and inclining 
Ihe head loward Ihe back. Al Ihe same time !lhe eX I>erienced increasing difficulty 
in moving Ihe eyes in ally of Ihe cardinal directiolls. She did 1101 refer lo nishl 
hlindne!ls, diplopia, or modificatioll of Ihe plosis durillg the day. She i8 temper 
amenlally unslable and 1101 ver}" socia ble. has lack of apetite, and suffers fre
quenl insomnia . 

Per.sOllol H i.Jlory: Al lhe age of one yea r !he had a "S upuralive inreclion" 
in one car which lasled for Iwo fear!: Ihe rneasles al Ihfee years oí age¡ whooping 
co ugh a l nine, smallpox al eleven , menarche len mOnlh! ago, 811d an irregula r c)'· 

Tlie orbicular,' muscles ue normal. 
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The eyel are .lmo~1 fixed in . 11 u rdinal 1108;I.ion8. 

eJe very three to four monlhs ..... ith a duralion of three days. InlermiUent. 
lonsilitis. 

fam ilr Hislory : Negative. 
PhYJical Examination: B. P .: 1 LO[ 70 T : 36. 69C. R :20. 

On inspcctioll the patient is observed lo be longilinea l, 16 years ol age, bright, 
in {air slale of nUlrition, and does nol appear ¡II. 

H~ad·qeJ: V.A.: 20 25[30 s. and c.c. complete bilateral ptosis with palpe
bral fissure 01 5 mm. and perma nent conlraction ol Ihe frontal muscles which 
elevates the eyebrowns somewhal aboye the superior orbilal border. The eyes are 
able to close well wilh no sign of weaknCM ol lhe orbital muscles. They ..... ere 
found lo be in lhe primary po!ition and their movemenl almost restrained. Como 
plete paralysis of the superior reclus muscles and the oblique muscles, and in
complete paralysis of the other rectus muscles. Normal sensi tivenesss of the coro 
neas; circular pupils of equal size and with normal reaetion to light ; direct and 
consensua l. Pupillar reaclion lO accommodation and attempt al convergence nor· 
mal. Accomodati on present in bolh eyes and is normal ; absence of convergence 
and of Bell's phenomenon and the face generaJly ine:"1ncssive (Hutchinson's la · 
cies) and the Ihin neck is consistant with her longilineal type. The muscles 
ol the face, neck, trunk, and limbs appear nonnal 0 0 physical examination. An 
examination witb a slil [amI' did nol show any signs of disease in the anterior 
port ions of the ocular globes, including Ihe vitreous humor. 
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Ophtholmoscopy: Choroidal ring around the papillae ¡ generali:r.ed pigmentary 
disturbance wh ich involve5 bolh macular regions, irregular without having pre· 
dilection with the veSl!els¡ papillae slightly pale. The vascular system is found 
in general in good condition, aJthough Ihe arteries are diminishoo in caliber. 
(Ophthalmological pict ure of Retinitis Pigmentosa). She did not appear lo have 
difficuhy in adapting lo darkness. Normal vitreous humor. 

Gompimetry ond perimelry: Show visual fields periphera lly contractoo lo 20 
degrees. 

Schirmer lest: 00: 40 mml5 minutes. 
0 1: 35 mml5 minutes. 
Neostigmine lest: (1.5 mg. ) = negalive. 
Worlh test: Inlerm iUant diplopia íor bolh near and far vision o 
Ean and Neck: Normal. 
Abdomen: Negative. 
Heor' and Lungs: Negative. 
Ceniloles: Negative. 

Neur%gys Wilh lhe exceplioll oí the involvemenl of the extra ocular muscles 
and ptosis, the neurological test was negative. 

Loboralory: Urine: creatinine 45.5% - 466.3 mg.124 hours; crealine 57.3% 
mg.124 hours: (volume oí urine 1.025 c.c.). Densi tYi 1.009, yelJow color. 

Blood: Inorgan ic phosphorus 8.0 mg% ¡ creatinine 1.36 mg% i erealine 2.71 
mg ro ; total cacium 8.5 mg%; glucose 92 mg %¡ urea 23.1 mg%; ude nitrogen. 

CODlpleu:: plOAh ... hen ,he eyebro"'n in normal posilion. 
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I'hololuph o, pl tlent I her 

opeulion U! inl Friedewl ld 

Cn)'tolil Method. 

10.8 mg% ; hemoglobin 14; globular volumc 43. Leukogram ; band!! 6, seg
mented 50; Iymphocytes 35. mOllocytes 2 ; leukocytes 6,500. Serology negative. 
Basal metabolism normal. Photonuorography normal. A biopsy voas taken of 
the Jeft superior rectus muscles and 01 the sternocleidomastoid muscle, which 
were II tudied by the hematoxylin and eosin technique. In the superior rectus 
the following changes voere found in different sections; difference in caliber of 
Lhe muscular fibers, infiltration 01 connective ti$Sue, hypertrophy and central 
locali%alion of sorne nuclei, separation of Ihe peripheral cap of the sarcolernma. 
The pathology department lIuggesls Ihal the said changcs are common lo dys
trophic myopathy. The biopsy of the sternocleidomasloid muscle was negative. 

Comm'cnt: The c1inical history and Ihe cHnical and pathological !indings indi o 
cate a case of progressive cronic ophthalmoplegia , .sroradic type, associated with 
degenerative retinal abiotrophy (atypical retiniti! pigmentosa). The excretion of 
creatinine and creatine in tbe urine was ¡ncrease<!, corroborating the diagnosis. 

The trcatmenl followed in Ihis case ws! limited lo the correction 01 lhe ptO!i! 
by Friedwald Cuyton's method aud Ihe results were salisfaclory. 
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