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(tlinical an~ otber 'iAotes. 

NOTES ON AN INTERESTING CASE. 

By CAPTAIN .J. MACKAY-DICK, M.B., CH.B., M.R.C.P.EDIN., 

Royal Army Medical Corps.· 

Edward P., aged 22, service three years, was admitted to Citadel Military 
Hospital, Cairo, on June 24, 1939. 

He complained of (a) marked sweating localized to two well-defined 
areas, since April, 1938, and becoming progressively worse; (b) loss of 
weight for thirteen months; . (c) wasting of certain muscles for thirteen 
months; (d) attacks of general weakness especially felt in arms and legs 
and experienced towards the end of the day for thirteen months; (e) grip 
and " carrying power" becoming progressively weaker for thirteen months. 

History.-Prior to the onset of symptoms the patient had never com
plained of sweating, in fact he· had" never noticed" himself sweating even 
in hot weather. Now in April, 1938, he noticed that he sweated profusely 
(a) in the region of the left side of the neck, including the left shoulder 
extending just below the insertion of'the deltoid muscle, and also the upper 
part ofthe chest (see figs. 1 and 2); (b) on the right side of the back, including 
a small area on the left side (see fig. 2) and round the right side involving the 
hip and the right side of the lower abdomen but not extending as far as the 
mid-line. Now he sweats very little in each axilla and on the front of each 
thigh, but elsewhere the skin is dry and harsh even during the heat of the 
day in an Egyptian summer. In April, 1938, he was forced to change his 
shirt once a day. By the ~nd of July, 1938, the sweating in those areas 
became much worse causing him to change his shirt two or three times daily. 
just about that time he " startedto feel run down." On the way out to 
Egypt in September, 1938, "sweat just poured from the sweating areas" 
forcing him to change his shirt three times during the evening. During the 
voyage he " seemed to get thin and he felt that he was losing strength." 
In May, 1939, he returned to England and at that time he found that he 
weighed 9 st. 9 lb. At the end of the month he again weighed himself and 
on this occasion he weighed 9 st. 6 lb. On the return voyage to Egypt the 
weather" was just warm" but he sweated so profusely in the localized areas 
that he was forced to change his shirt as many as five times in half an hour. 
At that time he noticed that his biceps muscles were smaller and that he 

. was losing his" grip and lifting power." The attacks of weakness of which he 
had been complaining all this time occur towards the end of the day and he 
goes" aIi limp just as if he had had a very heavy day." Such attacks of 
weakness, mainly affecting the arms and legs, are sudden in onset and last 
for half to one hour, when they pass off spontaneously. 
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o linical and other N ote8 183 

fo'amily llistory.- Mother died , aged 3+, from pneumonia. Father died. 
aged 38 1 fl'om " stricture of the gu lLet." Two sisters, aged 27 and 23 res· 
peetively, are alive and well . The elder is married and has four healthy 
children. As far as the patient knows his mother had no miscarriages. 

Previous illnesses.-" Septic appendix " aged 8. " Slight fever " at 
C'atterick, Easter, 1937. Mumps as a child . He fell from a ladder from a 
height of 20 feet and bruised his right side six years ago . He was not .la id 
up "ith th is and all that he suffered was a very large bruise on his right hip. 

FIG. l .- Xote ineq uality of pupils (woe hand lens). 
also area of hyperhidrosis (shaded area) . 

FIG. 2 .-Shadt..'<..\ area~ ind icate areas o f hyper
hidrosis. Kotc also i, wingi ng of scapula , and 
ii, scoliosis. 

On Exam.ination.- TemperatUl·e 98'6° F. Pulse 61. Respiration 18. 
Weight (July 1, 1939): 8 st. 111b. 8 oz. The patient has a sallow complexion. 
He has a tired , listless. apathetic, and dull appearance. There are m:inldes 
In the forehead but hi s face lS smooth, lacking in active expression , and the 
checks are drooping. There is slight bossing of the frontal bones. 

The Skitl: There are two more or less sharply demarcated areas which 
are a lmost completely covered with a sweat rash and with beads of pcrspira
tion. The appcarance is most striking, especially as the other areas of skin, 
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184 Olinical and other Notes 

except the front of each thigh and to a lesser extent each axilla, are dry and 
harsh even in the' heat of a very" sticky" July day in Egypt. The areas 
involved are shown in figs. 1 and 2. The appearance of these areas during 
the heat of the day has to be seen to be believed. There is a well-marked 
rash on. each buttock but excessive sweating is not complained of here. 

Oentral Nervous System.-The patient is right-handed. Speech is 
normal. Pupils: Marked inequality !n size. They are not round. 
Left pupil: It is much larger than the right pupil. It is pear-shaped, 
just like a pear lying on its side with the narrow end pointing laterally. 
Its abnormal shape becomes most markedly accentuated when the pupil 
is contracted, i.e. when it reacts to accommodation, which it does very 
briskly. Right pupil: This is smaller than the left pupil but it does 
not appear smaller than normal. It is not round. The upper part appears 
a little flattened and the lower medial part bulges a little. Its abnormal 
shape is also markedly accentuated when it is contracted, i.e. when it reacts 
to accommodation, which it does briskly but not so completely as the left 
pupil. In other words, when both eyes accommodate the abnormal shape 
of each pupil is accentuated and, whilst previous to accommodation taking 
place the left pupil is much larger than the right pupil, the pupils are 
unequal in size, but this time the right pupil is larger than the left one. 

Now when the patient is asked to look well'into the distance the right 
pupil quickly regains its former size, but the left pupil enlarges very 
slowly and for a time it remains smaller than the right pupil. However, 
very gradually it dilates, becomes equal in size to the right pupil, and finally 
it regains its former size and becomes very much 'larger than the right pupil. 
The right pupil reacts very little, although definitely, to light, whilst the left 
pupil does not react to light at all. 

The consensual response has been observed in the right eye but not in 
the left eye. ' 

The effects produced when the following drugs were instilled into each 
conjunctival sac at intervals of several days were: (a) Homatropine hydro
bromide 1 per cent: Both pupils 9ilated enormously. The right pupil 
appeared round but the left pupil appeared slightly elliptical. (b) Cocaine 
'2 per cent: The same effect as above with the exception that both pupils 
appeared round. This would appear to exclude synechire and iritis. (c) 
Adrenaline 1 : 4,000: No effect. ' 

The left eye appears less prominent than the right eye 'and the left upper 
eyelid exhibits a slight degree of ptosis. There is no photophobia. Each 
cornea appears a little cloudy and there is a small zone of circumcorneal 
injection on the medial aspect of the left eye. The corneal reflex is definitely 
less brisk in the left eye than in the right eye. There is no nystagmus. 

Visual Acuity.-R.V.~. L.V.~. 

Ophthalmoscopic Examination.-Nothing abnormal noted. 
Epigastric Reflexes.-Present, sluggish, and equal on both sides. 
Abdominal Reflexes.-Present and equal in both upper quadrants but 

very brisk in both lower quadrants. 
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Olinical and other Notes 185 

Upper Extremities.-Triceps· jerk: Doubtful on each side. Biceps 
jerk: Doubtful on right side; absent on left side. Wrist jerk: Just 
elicited on both sides. 

Wasting of biceps muscles especially on the left side (Rt. lOin., Lt. 9t in.). 
Flexion at the shoulder is weakened on each side. The grip is also 

weakened on both sides.· There IS definite wasting of the small muscles 
of the hands. 

·There is winging of the scapulre, especially on the right side. No fibrillary 
tremors. Stereognostic sense normal. No muscular inco-ordination. No 
parresthesia or sensory impairment of any kind. No dysdiadokokinesia. 

Lower Extremities.-Knee-jerks: Absent. even after reinforcement tried. 
Ankle-jerks: Absent. Plantar response is flexor on each side. Bone 
vibration sense is normal. Muscle sense is normal. Joint sense is normal. 
No muscle inco-ordination. No fibrillary tremor. Romberg's sign absent. 
Sensation to light, touch, heat, cold, and pain, normal. No paraesthesire. 
Muscle wasting is obvious in left quadriceps extensor just above the left 
knee. Right side 13t inches, left side ·13 inches. Extensors and flexors 
of the left hip are feeble compared with those on the right side. The dorsi
flexors and plantar flexors of the left foot are feeble compared with those 
on the right side. 

Cerebrospinal fluid: Clear colourless fluid under normal pressure. 
Cells: 2·5 cm. Protein: 20 mg. per cent. Sugar: 25 mg. per cent. 
Chlorides: 725 mg. per cent. Wassermann reaction negative. Lange's 
colloidal gold test, 0000000000. 

The Skeleton shows the Following Abnormalities.-(a) On inspection: 
(i) Bossing of the frontal bones, (ii) high palatal arch, (iii) slight irregularity 
of spine in upper cervical region with slight cervical lordosis, (iv) scoliosis. 

(b) On radiological examination :-
(1) Cervical 8pine.-The first rib on the right side is. rudimentary. 

There is synostosis of the neural arches of the second and third cervical 
vertebrre. The vertebral bodies are also fused, their original outline is 
visible at their junction. 

(2) Thoracic Spine.-Spina bifida of the first dorsal vertebrre is present. 
The transverse process on the left side is enlarged and irregular. 

(3) Lumbar Spine.-There are six lumbar vertebrre and a thirteenth rib 
is present on the right side. There is sacralization on the left side of the 
lumbar spine. There is calcification in arteries above and in front of the 
hyoid bone. 

Alimentary System.-Appetite good. Daily motion of the bowels. The 
teeth appear poorly developed. They are dirty and a few are carious. No 
notching of central incisors, but some teeth show a tendency to narrowing 
towards the cutting edge. The palatal arch is high. Tongue, furred but 
shows no fissuring or other abnormality. Liver not palpable. 

Renal System.-No symptoms. Urine: Reaction acid, albumin nil, 
sugar nil, deposit nil. " 
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186 CliniCal and other Notes· 

Hmmopoietic System.-No pallor of mucous membranes although the 
face looks pale and pasty. Spleen not enlarged. Lymph glands: Both 
tonsillar glands are painlessly enlarged. There are a few discrete painless 
palpable glands in the axillre and in the groin. 

R.B.C. 4,450,000; Hb. 80 per cent; C.l. 0·9. Total white count, 
10,200 c.mm. Differential white count: Polymorphs 51 per cent; lympho.: 
cytes 41 per cent; 'large mononuclears 4 per cent; eosinophils 4 per c~nt. 
Blood sedimentation rate 12 (Westergren). Blood sedimentation rate 
(August 10, 1939), 5. Wassermann reaction: Negative after provocative 
injection of " 914 ". 

Cardiovascular System.-Pulse: 61, regular in time and force. Blood
pressure 114/70. Vessel wall not palpable. The internal carotid arteries 
show medial calcification and are palpable for a short part of their course 
in the neck .. No other superficial or relatively superficial vessels are palpable. 
Heart: Not enlarged. Apex beat in fifth interspace just internal to the 
nipple line. Sounds are pure. There are no murmurs of cardiac or of cardio
respiratory origin. 

Respiratory System. Thorax and Neck.-There is a fullness just above 
the inner end of the left clavicle. This is a soft swelling and appears to 
be due to the scalene muscles which are more prominent on the left than on 
the right side. There is a slight irregularity at the upper part of the cervical 
spine and this corresponds with the area overlying the second and third 
cervical vertebrre which show fusion. -In addition there is a scoliosis_ 
Poorly clad chest wall. 

Chest expansion, 2t inches. The pectoral muscles show myotatic irrita
bility. Vocal fremitus and vocal resonance are normal. Bilateral vesicular 
breath sounds with no accompaniments. 

- To Summarize the Case Exhibits :
(i) Bossing of the frontal bones. 
(ii) High palatal arch. 
(iii) Medial calcification affecting areas of each internal carotid artery 

bilaterally and symmetrically. 
(iv) Skeletal congenital abnormalities, viz.: Synostosis of the neural 

arches of the second and third cervical vertebrre. The vertebral bodies are 
also fused but their original outline is visible at their junction. . Slight 
cervical lordosis. Scoliosis. A rudimentary first rib on the right side. 
Spina bifida of the first dorsal vertebra, the left transverse process of which is 
enlarged and irregular. Thirteenth rib on the right side. Six lumbar 
vertebrre with sacralization on the left side. 

(v) Progressive loss of weight in spite of excellent appetite, highly 
nourishing diet, and cod-liver oil and malt: Early May, 1939, 9 st. 9 lb. ; 
late May, 1939,9 st. 6 lb.; July 1, 8 st. 11 lb. 8 oz.; July 30,8 st. 6 lb.; 
August 5, 8 st. 4 lb. 6 oz.; August 13, 8 st. 2 lb. 3 oz. 

(vi) Wasting of various rilUscles due to lesions of the anterior horn cells 
~; in the corresponding segments of the spinal cord. 
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Olinical and other Notes 187 

(vii) Well-defined and localized areas of hyperidrosis as well as abnor
malities of the pupils. Actually some areas of the skin, i.e. the axilla:! and 
the front of each thigh, sweat less than normally, and the remainder of the 
skin surface does not sweat at all, even during an Egyptian summer. ' 

(viii) The cerebrospinal fluid is normal. 
(ix) The Wassermann reaction of the blood and of the cerebrospinal fluid 

is negative. 
(x) No evidence of involvement of the white matter of the spinal cord 

or of the fibrils for pain and temperature which cross to the opposite side of 
the cord, or of ' the posterior horn cells, the posterior roots, or the posterior-
nerves. 

(xi) Blood-pressure 114/70. 

DISCUSSION. 

In the presence of so many bony lesions which are regarded as congenital 
abnormalities one is tempted to believe that the lesion on the spinal cord, 
resulting in the lower motor neuroqe lesions with the patchy irritation of, 
as well as the possible destruction of, the sympathetic in certain areas, is 
also congenital in origin. 

Accordingly I would suggest that the neurological condition is exclusively 
one of syringo-myelia, even in the absence of pyracoidal tract involvement 
and even in the absence of the main diagnostic sign, par excellence, of that 
disease, namely dissociated anresthesia. There is no doubt that the lesion, 
causing the neurological signs and symptoms, involves only the grey matter 
of the spinal cord, and is affecting exclusively the anterior horn cells and the 
sympathetic outflow, but in no way affects the posterior horn cells, etc. 

Moreover the bilateral and symmetrical medial calcification of, at first, 
part of the internal carotid arteries is extremely interesting, and at least 
four questions must be asked concerning the presence of Monckeberg's 
sclerosis, namely: (i) How long has it been present 1 (ii) Is it merely a 
coincidence and, if so, has it ever been described in such a young subject 1 
(iii) Is it lJart of the general pathology of this complex case. Or, (iv) Is it 
a signal and an indication that the changes in the grey matter of the spinal 
cord are vascular in origin 1 

Conceivably an irregular patchy vascular degeneration involving exclu
sively the blood supply to the grey matter 6f the spinal cord could result in : 
Gradually progressive ischremia causing degenerative changes in the grey 
matter of ' the spinal cord with accompanying gliosis and subsequent cyst 
and cavity formation. I wonder if the entire arterial tree has ever been 
investigated radiologically in early established cases of syringo-myelia 1 

I realize that the appearance of the patient is suggestive of congenital 
syphilis, but the cerebrospinal fluid is normal, the Wassermann reaction of 
the blood and of the cerebrospinal fluid is normal, even after a provocative 
injection of " 914 ». The ocular fundi are both normal and the patient is of 
average intelligence. ' 

E~ 

" '. 
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188 Olinical and other Notes 

I realize that congenital syphilis is an uncommon cause of mental defi
ciency and that the Wassermann reaction tends to die out after puberty in 
congenital syphilis. In addition, as regards the diagnosis of syphilis, I also 
realize that the Wassermann reaction must be regarded only as a laboratory 
aid and not as the highest court of appeal. However, if this were a case of 
congenital syphilis I would have expected to find some hint of this in the 
cerebrospinal fluid, in the ocular fundi, and possibly the presence of Argyll 
Robertson pupils. The left pupil in this case is enlarged, it is not round, 
and it does not react to light, 'but it does react to accommodation, briskly 
and fully, when its abnormal shape becomes markedly accentuated. Such 
pupils, I have read, may b~ found in cases of (i) multiple sclerosis, (ii) 
syringo-myelia, (iii) spina bifida, (iv) injury to the spinal cord, (v) anterior 
polyomyelitis, and in (vi) abioplasias. 

This type of pupil is not an Argyll Robertson pupil. This type of pupil, 
which is mostly demonstrated in cases of syphilitic involvement of the 
central nervous system, wl)ether the disease is active or latent, and which 
may also .be demonstrated but rarely in very special cases of brain tumour 
and of encephalitis lethargica, shows the following characteristics: It is a. 
8'YfW,ll pupil, irregular in outline and, like the left pupil in the case under 
discussion, it reacts to accommodation but not to light. 

Another condition which must be mentioned to be excluded is the Holmes
Adie syndrome characterized by (a) small tonic' pupils which at first sight 
do not appear to react to light and to accommodation, but which do react 
very very slowly to both light and accommodation, and (b) absent tendon· 
reflexes. 

Other conditions which must be excluded !lore: (i) Progressive muscular 
atrophy, but the presence of the sympathetic involvement, the absence of 
fibrillary tremor, the age of the patient, and the associated congenital 
conditions render this diagnosis improbable; (ii) intra-medullary neoplasm, 
which is mentioned merely to exclude it at once. 

Trauma has been mentioned as a cause of syringo-myelia, but it is unlikely 
that the injury sustained six years ago is in any way responsible for the 
lesion in the grey matter of the spinal cord. 

I do not consider that any of the bony lesions are in any way responsible 
for the neurological manifestations. 

This is a most interesting case with its numerous congenital bony abnor
malities, the Monckeberg's sclerosis and the apparent lesions in. the grey 
matter of the spine and involving, irregularly and exclusively, the anterior 
horn cells and part of the sympathetic outflow. I suggest that it is a case 
of syringo-myelia, with which condition congenital abnormalities of the 
skeleton are not infrequently associated. It is difficult to explain the 
presence of the medial calcification of part of the internal carotid arteries 
on each side, and I suggest that it would be interesting to investigate as 
thoroughly as possible the entire vascular' tree in established cases of syringo
myelia. 
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ROAD MOVEMENT BY FIELD AMBULANCE ON CONVOY. 

By MAJOR R. A. STEPHEN, 

Royal Army Medical Corps. 

THE field ambulance to ,,;hich I was posted arrived in France during mid
September, 1939, and during the succeeding months travelled in convoy 
over many hundreds of miles. In the early days most of us had had little 
or no experience of convoy work, and we made mistakes due to inexperi
ence. Since then, however, we have improved our efficiency a great deal 
as a result of experience, and feel that the following notes may prove of 
assistance to others who have not had that experience, and so save discomfort 
to all concerned. 

We were exceedingly fortunate in the R.A.S.C. personnel attached to us. 
Many people think that the convoy work is entirely their responsibility, but 
that is far from the truth. The whole unit must be trained in their duties, 
and be fully aware of what they must do. 

Before a move, everything must be fully worked out in minute detail. 
Loading Lorries.-Personnel to travel in each vehicle should be detailed 

by name beforehand. They should load-the lorry without assistance, and 
should know exactly what the load is. Stores should be loaded in such a way 
that things which will be required on arrival at the destination are at the 
rear of the lorry. 

Before leaving England, a neighbouring infantry unit very kindly built 
up a skeleton framework on the sides of our lorries, and this greatly added 
to their capacity. 

If the rear part of the lorry is loaded so that bales form seats for the 
occupants, they have a much more comfortable journey. The personnel 
should have one of their blankets available, and their waterproof sheet can 
be hung at. the back of the lorry, as a protection from the wea.ther. As much 
loading as possible should be done the night before. 

14 
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