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posterior cranial fossa causing palsies of the related
Iower cranial nerves.

-. The -purpose of describing this patient is to
discuss the possible diagnosis and review the more
common presentations.

P.C.M. U.H. R.N. o8o769, a 39-year-old
Chinese married woman, when seen oi-gth July
1969, first noticed a change in her voici, wLicfi
became softer and hoarse about a year ago. She
also experienced progressive dysphagia i-n which
both liquid and solid food apfeired- to be stuck
at her throat. Together with iliese symptoms, she
had persistent tinnitus and increasin! deafneis of
her right ear. She also complained of blurring of
vision, with diplopia on seeing distant objEcts.
These symptoms appeared to have followed' one
another_fairly quickly. She became definitely aware
that a lump on the right side of the neck-seemed
to be growing in size over a period of a month,

Guno (r94r, r95r) DESCRTBED the glomus iugulare
as consisting of one or more bodies lyine'ii the
adventitia of the dome of the jugular brib. Sin..
then, it is known that the gloniui jugulare is part
of. the. chemoreceptor systim, the iarotid body
being the best known example. The glomus jugu'-
lare has a histology which-resemblei the carolid

!o-{V It consists'of capillaries separated by a

delicate srroma containing rrumero'us epitheioid
cells rich in cytoplasm.

. Rosenwasser (1945) reported the first tumour
arrsrng trom this structure when he suggested
that "carotid body tumour of the middle ii and
the mastoid" might originate in the glomus jugu-
Iare. Such tumours are composed of cllls in alv-eo-

lar arrangement with numeious sinusoidal vessels
(Latles and Waltner, ry4g). Situated in the jugular
[oramen, -they produce symptoms by eroding into
the middle ear, or intracranium, 

'especially 
the
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Fry I fomogram of Jugular Bulb.
Arro* indrcates site of erosion of
Rtght Jugular 8ulb.

prior to her being seen in this hospital. On direct
questioning, she levealed she had aches on that
side of the neck, for years, and this was somedmes
initiated by neck movements. She had also noticed
a small lump in that region.

For these symptoms, she was admitted to the
surgical unit of another hospital on thre.e-separate
occisions for investigations of 

- 
a possible naso-

oharvnseal carcinomi within the last year. A
ir.yngoi.opy revealed a paralysis of the right vocal
.oia." niofjy of the post ciicoid region. showed
evidence of .[gt t mild chronic inflammation only'
Other examinitions, like oesophagoscoPy, barium
swallow and bronchoscopy, provided no additional
information.

When she was first examined, she had multiple
Iower motor neurone cranial nerve palsy of the
iieht sth, 6th, Sth, 9th, roth, rrth and I2th
Lr?nial 

-r,.iu.t. No papilloedema was -se€n' A
r*.iiirg was found oti tn. right side of -the neck
."t."airg from almost the right.angle-of the law
; iust a"cross the midline poiteriorly' [t was pul-
satile, which ceased immediately on pressure Qver
it. .iet, carotid artery. No bruit was heard over
ii- o. [t. right carotid artery. The right ear drum
*"r ,tti.t."'.d and bulging' suggesting presence of

" iut rou.. The rest oi ttrl eiimination provided
no signficant findings.

Investigations revealed a haemoglobin of r4
cn%, i.iV. of. 4r"/",.total white cell 

,c-ount 
of

"g.<o;' ce[s/cu.mm. *itt a normal differential
cotnt. The'E.S.R. was 9 mm/hr' C'S'F' Pressure
*"t notm"t with a .ro.mal Queckenstedt test' There
were no cells, protein was 2a gm7-o and sugar
was 6o mcs.%. illood and 9 S-.!' Kahn tests were

".n",i".. 
tneit X-rays and plain X-ray of nasal

sin-uses showed nc' abnormality'

Ordinary X-ray of the skull showed no ab-
normality. Special- views of the jugular foramen
with tomography showed a destruction of the base
of the stuit on'the right side (Fig. r), beginning
from iust behind and below the tip of the petrous
nvram'd. The rieht iugular fossa had lost its out-
liire, Ueing partially' eioded and extended' The
desiructivJ p.ocess'extended backwards to involve
it. oott..i.ir cranial fossa behind the region of
the iosterior tip of the foramen magnum'

X-ravs of the mastoids showed that there was
bony destruction' at the medial and inferior aspects

"i it. right Petrous pyramid'- The rip. itself

"ppt"*a 
t6 n.u. been. piitially destroyed' A right

i'"I"tia angiogram, witL the needle placed into
the proximil fortion of the external carotid artery,
rfioti.a the occipital and maxillary b:anch both
nvpe.ttopnied, thi former much more than the lat-
i.j.l en 'abnormal vascular pattern was seen-in the
;i;iri ;b-".cipital region risembling an A-V mal-
io?tn"tio" (Fi'g. z). A hrge draining vein. at the
port..io. rigi6n was seen in sequential films' It
ievealed a irrmou. pattern of ro cm' -by-6 cm'
;;;;;a;g from the medial margin. of the base' of
the skull] The radiological conclusion appeared to
t. .o"titt.n, with a gl6mus jugulare tumour' Other
*-or., that mighi show the vascular pattern
i;;il;a ,, a-v "malformation or a very vascular
;;;;;.;, deposit. A diagnosis of glomus iggulare
;il;;;-'*;;'made. No- biopsv was performed
because of the danger of bleeding after even a

relatively minor oPeration.

As the tumour was very extensive and surgical
removal not possible, she was given deep X-ray
itt.iupy. No appareni change- in the size of the
i"-*i was noied during the course of radio-
th.."py. When reviewed bne month later, there
was no progression in the neurol-ogical symptoms'
When list "seen by one of us (T'P'-D') on -5thOciobe., r97r, the was feeling well and had
..t.r.n.d to h.t work as a rubber tapper' Her
voice was no longer hoarse. She had no dnnitus
but there was slight deafness of her right ear'
There was no dysfihagia, though she h^ld to chew
her food slowly" befoie swallowing' She had no
complaints regarding her vision'

On examination she appeared in good health'
There was no lump in the'neck' The 9{y- cranial
n.rr. f.tio* still present were right VIII (-sllglt'tt.".inn 

a.f.cO' IX and X (minimal loss of ele-

""ii*%f soft talate), XI (slight 
-w-eakn9.s9 

of ster-
no-".toia a.rd t."peiius) and XII (mild wasting'
of the right hialf of tongue aryL inability to pro-
trude tonlgue out of mout!). The-ear drum was
normal 

"n-d 
to were the fundi' There were no
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Ftg. 2a. Aignt caroiia Aigiogram
Arrow siows early art*rial piase of tumour.

enlarged lymph nodes. The rest of the examination
was essentially negative.

Discussion

In the excellent reviews by Bickerstafi and
Howell (rSjl), Hanson, Crawford and Cavanagh(rgfi), it is noted that the tumour is four to
five times commoner in women than in men. The
long history of symptoms was stressed. About half
of the patients had symptoms for more than ten
ye-ars. The presentations fall into two main groups.
The- majority of patients reviewed present with
aural. symptoms, consisting of tinnitus and pro-
gressive deafness. Otorrhoea and vertigo are 

-less

frequent. Pain in the ear is not common. A striking
feature is aural bleeding which sometimes occurs
after-coughing, sneezing or straining or following
interference. Frequently, a red bulging drum ii
not'ced and myringotomy invariably iesulted in
profuse bleeding. Also a polyp may be seen in
the external auditory meatus. Sometimes this follows
a myringotomy which permits rhe tumour to bulge
qhrough the drum or it erodes spontaneously throuth
it. The only neur-ological involvement at ihis stage
may be only a facial nerve palsy.

The other group of symptoms consists of neu-
rological involvement which usually follow several
years later. Dysphagia and hoarseness usually make

the patients seek medical aid. The ninth, tenth,
eleventh and twelfth cranial nerves are most fre-
quently affected; much less common, the sixth and
fifth cranial nerves may be involved.

Somedmes, neurological and aural symptoms
appear together. Much less commonly, neurological
symptoms precede aural manifestations (Revilla,
1948; -Capps, r95z). Intracranial spread, usually
into. the posterior cranial fossa, is- indicated by
ataxia, incoordination and nystagmus. Sometimei
the pyramidal tract may be involved. Raised intra-
cranial pressure may be associated. Intracranial
bruit and pulsatile mass below the mastoid and
behind the ear are seen in some patients.

In the patient reported here, both aural and
neurological symptoms appeared more or less si-
multaneously. There was a pulsatile lump on the
right side of the neck. No aural polyp, haemorrhage
or discharge were present. In ihe iecond case 6f
Poppen and Riemenscheider (tg1il, there was no
haemorrhagic manifestations. A 

-pulsating 
tumour

was found anterior to the mastoid. Iri Revilla,s
patient, bleeding occurred only after exploration
{ th9 cerebello-pontine angle. 

- 
Two paiients of

Bartels (tSCil had no aural bleeding, but both
had aural symptoms only.

The possible differential diagnosis consists of

s,pli6 laia
of tumour.

Vol. XXVII No. r September r97z 7t

. r$s

artfrrb, fiase



TIIE MEDICAL JOURNAL OF MALAYSIA

an angiomatous meningioma, an acoustic neuroma'
a nas;Dharvnseal carcinoma. In the early smges, it
may bi didcrilt to differentiate them from a tumour
iueulare. In most cases, the lower cranial nerve
,"tti.t with external aural symPtoms exclude other
possibitities. Nasopharyngeal carcinoma is common
'"*o.rn Chinese. tn tliis-Ctrinese padent, it could
have 6een difficult to decide but the lack of positive
findings in the pharynx and post-nasal space, along
with a pulsatile tumour, make such a dlagnosrs
extremelv unlikelv. Besides, the lower cranial nerves
.r. ,tt 

"llv 
involved late in nasopharyngeal carci-

nom" 
"nd 

headache becomes very prominent by
then. This latter symptom was conspicuously absent
in this patient. OthEr diagnosis, like. a racemose
angioma, may present a problem (Bicksrtaff and
Howell).

With better awareness and more refined. in-
vestigations, glomus jugulare tumours are being
diaeiosed it-an early stage. Special tomography
has-been used by Kifu, S.K. and Cop (1966) and

Jane Metz Strickler (1966) to display.the iugllar-for"rn.n. 
Kohut and'Lindsay (rS6S), in an effort

to determine the suitability- for surgical removal
and to determine tumour of middle ear origin
from that which arises from the jugular fossa,
employed subtraction angiographic techniques with
toriogiaphy to great advantage. Geirot and.Lauren
(rs6i) sir6ssed-the importance of retrograde jugu-
laiogiaphy preoperatively in detecting the presence
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