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LUPUS ERYTHEMATOSUS DISSEMINATUS

Report of a Case

Sorn Mettiyawdngse
M.B.

(Dept. of Internal Medicine)

and Su-ed Kochaseni

M.B.

Lupus erythematosus disseminatus
is a systemic disease of unknown etiology.
It is currently believed to belong to the

(1) Its

relationship to chronic discoid type is a

so-called *collagen diseases” group.

subject of controversy. In occasional cases
it is found that the chronic discoid type
can transform into an acute systemic one-

Clinical features of lupus erythema-
tosus disseminatus are variable but at
some time in the coursc of the disease
most of the following manifestations may
be observed: (1) fever, prolonged and ir-
regular with a tendency to remigsions of
variable duration; (2) malaise and loss of
weight; (3) serous and synovial membran-
es involvement, such as (Ll‘t]ll“‘iﬁs, pericar.
ditis and pleuvitis; (4) lymphadenopathy:
(5) snppression of blood forming orguns

with lcukopenia, ancmia and thromboey-

7

topenia; (6) cardiac and renal involve
ment; (7) rashes, particularly over the-
bhutterfly area of the face, usually not
constant; (8) enlargement of liver and
spleen. Neurologic and psychiatric mani-
festatiops are infrequent. The discase 1is.
cspecially common in females of the

second, third and fourth decades. (2,3,5)

>+ to it§ protean manifestations,
eavly - ;agnosis of this disease is usually
diffic it unless confirmed by the demon-
stration of the so-called “L.E.” (lupus
cryiliematosus) phenomenon as first des-

(4)

crilicd hy Hargraves and co-workers.

The “I.E.” phenomenon has been
{ounc: in @ high percentage of patients
wilhh Jupus crythematosus disseminatus

and only

@ small number of false posi-

o (5-3)
tive hug been reported. The present



406

.consensus of opinion is that the finding of
“L.E.” phenomenon, with few exceptions,

‘is reliably diagnostic;(g'm) but a negative
-outcome does not exclude the disease.
The phenomenon consigts of the
“L.E. cells and clumps or ‘“rosettes’” for-
‘mation in the peripheral blood or bone

‘marrow preparations or in the exu-
~-datesf(13’14)

A typical “L.E.” cell varies in size

‘from a third of the size of a red blood:

-cell to three to four times that size. (15)
‘It is practically always a mature polymor-
phonuclear,' neutrophilic, occasionally
eosinophilic or basophilic, and ;rarely mo.
nocytic leukocyte, with a vacuole contain-
ing a homogenous purple-staining mass
which is also known as “L.E.” cell in-
clusion body. This inclusion body has
heen demonstrated to be a nuclear ma-

terial of mature, autolyzed polymorphonu-

clear neutrophile or lymphocyte. (4,79,

16-19) o rdinarily with Wright's stain, the
“'L.E.” cells appear bluish, although they
may vary from bluish to purple or red-
dish—brown. The rosette consists of a
central mass of bluish-staining cell debris
surrounded by phagocytes forming a ring
around the ccentral mass.

This phenomenon has been demon-
strated to be a_ lytie-phagocytic pro-
cess. (4,18) The breakdown of cclls, espeQ
cially of the mneutrophiles and lympho-
cytes, and the lysis of their nuc;léi is en-
hanced by a certain abnormal portion of
the plasma gamma globulin fraction, the

T 9 .
L.E.” factor, present in the plasma of a

[
ANAINY

high percentage of patients with Iupus

erythematosus disseminatus. (7,16,20-22)

In experimental simulation of the “L.E.”

(23)

phenomenon, Silver and Kuna agsum-
ed that the poljsaccharides liberated from
the breakdown of tissue in this disease
are adsorbed to the surface of the nuclear
material, creating a condition which is
favorable to the attraction of leukocytes
and which presﬁmably brings about the
“L.E.” phenomenoh.

A hypothesis is formed by Inderbit-

zin (24) that the “L.E.”” phenomenon is
bagsed on a possible pathologic combina-
tion of heparinoids (pathologic mucopoly-
saccharides ) with the gamma globulin
fraction. These pathologic heparinoids
originate from degeneration of the colla-
genous connective tissues in this disease
which consists in part of hyaluronic acid
and chondroitinpolysulfonié acid, sub-
stances closely related to heparin.

An auto-sensitization and a direct
correlation of the Coombs’ test has also

been suggested for the formation of the

“L.E.” phenomenon. (25,26) mpe “L.E.”
factor represents auto-antibody and the
cell nucleus is the antigen. Relation to
hypersensitivity state of this phenomenon
has recently been amphasized by Walsh

. 9
and Zlmmel'man.("7)

CASE REPORT
A Thai (Siamese) girl aged 13 (H.N-
13010.92) was first admitted to the Medi-
cal Service of Siriraj Hospital on April 4,
1949 with the chief complaint of conti-
nuous bleeding from the nose for 20 hours-
The history dated back to three months
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before admission when she noticed occa-
sional appearances of ecchymoses here and
there over both extremities. Later, some
purpuric spots developed and there was
bleeding from gums three days before
admission. Past and family histories were
noncontributory.

On admission the temperature was
38.8°C; pulse 140/min.; respiration 24/
min.; B.P. 102/40. Physical examination
revealed a well—nourished girl, pale but
not icteric. Numerous purpuric spots and
ecchymoses were . found over both extre-
mities and a few of them on the trunk.
There wag slight enlargement of superfi-
" cial lymph glands on both sides of neck.
Examination of the lungs, heart and ab-
domen Was'negative. Fluoroscopy of the
chest showed no evidence of pulmonary
infiltrations.

Laboratory studies: Hemoglobin42%;
R.B.C. 2.3 million; W.B.C. 13,400 with
76% of polymorphonuclear cells, 23% of
lymphocytes and 1% of eosinophiles. Blood
platelets were 12,900. Coagulation time
was 4 min. Bleeding time was 1% hour.
Tourniquet test was positive. Kahn reac-
tion was negative. Urine and feces werc
normal.

A diagnosis of Idiopathic Thrombo-
cytopenic Purpura was made. The treat-
ment was symptomatic with repecated
blood transfusions. She unfortunately had
an attack of P. vivax infection from one

of the transfusions and was treated with
quinine dihydrochloride. Painful feeling

in the left hip occurred about 2% months
later. Roentgenogram of the hip, lumbo-
sacral region and sacro—iliac joints show-

ed no evidence of bone or joint involves

407

ment. The pain was only relieved by an-
algesics. The patient was discharged on.
July 13, 1949 with no bleeding symptoms.
but still with slight pain of the left hip,
The patient was again admitted on.
May 16, 1952 because of bleeding nose.
for 1 month. In the interval of 3 years bet-
ween the two admissions, her health was.
only affected by the constantly painful -
left hip and occasional fever. Later roent-
genogram of sacro=iliac joints showed
sacro-iliac arthritis on the left side.

About two months prior to the second

" admission, few erythematous spots were:

noticed over both malar e_mihences, gra-
dually increasing in number. Ecchymoses.
here and there soon appeared, again ac-
companied by frequent bleeding from
nose and 'gums. She bcecame easily fatigued
and had lost some weight. Left cerviecal
lymph glands became enlarged. Fever:
was present, especially in the afternoon.

On admission the temperature was
37.8°C; pulse 124/min.; respiration 20/
min.; B.P. 110/80. The patient was thin
and pale. Erythematous spots were sym-
metrically distributed over both malar-
eminences. Few ecchymoses were found
over the nape of neck and left arm. Sub-
mandibular and superficial cervical lymph
¢lands were palpable, from a bean to
thumb size, discrete, movable and slightly
tender. Examination of other systems was

negative.

Laboratory studies: Hemoglobin 609%:
R.B.C. 3.56 million; W.B.C. 5,600 with
73% of polymorphonuclear cells, 35% of
lymphocytes and 4% of eosinophiles. Blood
platelets were 114,000. Reticulocytes were
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2.6%. Tourniquet test was positive. Bleed-
ing time was 6% min. Coagulation time
was 9 min. Bone marrow aspiration re-
vealed normal cellular picture. Kahn reac-
tion was positive. Urine and feces were
- normal.

Blood chemistry findings: albumin
3.1 gm.%; globulin 3.1 gm.%; creatinine
1.2 mg.%; N.P.N. 26.5 mg.%; cholesterol

S3 mg.%; sugar 86 mg.%; urea 36.7 mg.%;

NaCl 500 mg.%; calcium 8.1 mg.%; potas- .,

sium 14.3 mg.%.

One of the cervical lymph glands
was biopsied and the microscopic section
showed hypefplasia of lymphoid tissue
with slight
cells.® Fluoroscopy of the chest showed
no evidence of bulmonary infiltrations.

About two weeks after admission ghe
had high fever with sore—throat. Nonhe-

molytic streptococei were found in hemo-

increase  of mononuclear

-eulture. Penicillin was given and the res-

ponse was. quite satisfactory.

The appearance of the erythematous
spots over the butterfly area of the face
made onc aware of lupus erythematosus
disseminatus. Thus a test for demonstra-

tion of the “L.E.” phenomenon by the

method of Hamburger(?’l) was performed.

The result was positive (fig. 1 and 2 ).
Similar positive result was obtained on
re-examination about a month later.

As the left hip hecame more painfual
and the weakness increased, cortisone was
-given initially at 50 mg. per day. The dose
Was 50 small because af that time the

“slight, appetite
faded.

[
GREL:PRAL

drug was no;tz easily available and the pa-
tient was of small buaild. Left interpha-
langeal joints became painful and so cor-
tisone was increased to 75 mg. per day,
resulting in much improvement of the
condition.

general Joint pain became

increased and ‘rashes

At the beginning of September, 40

days after beginning the treatment with

cortisone, while she was still receiving 75
mg. of cortisone per day, the patient de-
veloped left -lower chest pain. Friction
sound was detected. Roentgenogram of the
chest showed pulmonary infiltrations over
both lung fields, apparently tuberculous.

Cortisone was then stopped. The patient

ran high fever with occasional coughing
of blood—stained sputum. Blood examina-
tion revealed W.B.C. 5,400 with 90% of -
polymorphonuclear cells and 10% of lym-
phocytes. Tuberculin test was negative
from 1:100,000 to 1:100 dilution. Sputum
was negative for acid- fast bacilli. Peni-
cillin. in heavy doses was given forédays
and when the condition became more se-
rious, cortisone was given at 100 mg. per
day. Improvement with a drop of tem-
perature wasg noted. But after a few days
the fever shot up again. Subsequent roent-
genograms showed clearing of pulmonary
infiltrations in about a fortnight but there
wag an increasing area of dullness over
the right paratracheal region and small

amount of effusion on the right side.

White blood count showed polymorphonu-

Kindly read by the

Department of Pathology.
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clear leukocytosis and so penicillin alone
was given, but with very slight effect.
As hemoenlture was positive for S. para-
typhi C and agglutination was also posi-
tive in 1:160 titre, .
given. The response was satisfactory: the

chloramphenicol was

temperature gradually declined, general
condition improved. Chloramphenicol was
tailed off and stopped after a total of
8.75 gm. Lung signs were unchanged.
Roentgenogram revealed pleuritis with
’'small- amount of effusion on the right
side; there were enlarged hilus glands
with perihilar infiltrations on both sides.

In October, the skin lesions appeared
to be increasing in extent with newly de-
veloped ecchymoses. There were bleeding
from gums and pain over right shoulder
and interphalangeal joints. Coughing with
'occasiona'l blood-stained sputum was pre-
sent. Tuberculin test was again negative
in 1:1,000 dilution. Symptomatic treatment
including a blood transfusion was given.
There was no improvement and so corti-
sone was resumed at 100 mg. daily. After

a few days, there were puffiness of face

and swelling of legs. Albumin in urine
~wvag positive. Blood pressure wag 180/120,
Cortisone was thereupon stopped, and the
blood pressure dropped to normal with a
decrease in puffiness of face and edemn
of legs.

The patient refused further hospita-
lization and was discharged on November
21, 1952, Last roentgenogram of the chest
on November 3, 1952 gave the impression
of bilateral pulmonary tuberculosis, appa-
rently slowly progreésive; and right basal
pleuritis with small amount of fluid.

and Su-ed Kochaseni, M.B. ' 409

It was reported that the patient died
at home a few months after discharge.
Apart from more swelling of legs and
breathlessness, no other details were ob-
tained.

COMMENT
~ Cases of lupus erythematosus disse-

minatus have. previously been observed in ‘

the Department of Internal Medicine of
Siriraj Hospital, but none has ever been
confirmed by - the demonstration of the
“L.E.” phenomenon, nor. reported. ‘

Hema‘tologic -disorders,  including
thrombocytopenic purpura are well known
manifestations of this disease, though in-

frequent.(]‘o’28) Typical butterfly rash is
frequently a preterminal manifestation,
and falee positive reactions in Wasser-

mann or flocculation tests may occur.(®)
At presént ACTH and cortisone aré
the only drugs that may prolong the life
of patieuts with this disease, though they
do mnot. cure. Complications may occur
during the course of treatment and among
them several cases of tuberculosis have

been 1'eported.(29) It is possible that the
two stcroids lower the natural resistance
of the host and act as desensitizing agent,
diminishing the sensitivity to tuberculin
test.

Most of the manifestations described
in the introduction of this paper were
It is doubtful
involvement of lungs and

observed in our case.
whether the
pleurae is tuberculous in origin or a ma-
nifestation of lupus erythematosus itself,
or both. The case for lupus erythematosus

liszeminatus is supported by the clearing
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of early pulmonary infiltrations within a
short time without antituberculous treat-
ment. Smears of sputum were also re-
peatedly negative for acid-fast bacilli. The
case for tuberculosis is supported by the
persistence of the perihilar infiltrations
later found. Tuberculin negativity can be
eXplained by the desensitizing effect of
(30) ‘

cortisone.

SUMMARY

A case of lupus erythematosus dis- -

geminatus in a young Thai (Siamese) girl
is reported. Typical manifestations were
present, preceeded by thrombocytopenic
purpura. The diagnosis was confirmed by
the demonstration of the “L.E.” pheno-
menon by the method of Hamburger.

Treatment with cortisone was given.
The nature of pulmonary and pleural in-
volvement in this case is uncertain.

The patient died at home a few
months after discharge and mnearly four
yvears after the onset of the illness,

Acknowledgement: We wish to thank Dr,
Sood Sangvichien, Professor and Head of
_the Department of Anatomy for the pho-
tomicrographs and reproduction of the
roentgenograms.
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(Abstract of the preceding Article)
'~ HEPATIC COMA (CHOLEMIA)

Vikit Viranuvatti

M.B., M.P.H.T.M.

(Tulane)

(Dept. of Internal Medicine)

Attention is drawn to the close simi-

larity in the clinical pictures of hepatic
coma (cholemia) and of uremia. The pos-

sible etiology of the former is reviewed;

at the same t)ime blood and urine find-
ings in eleven patients, all of whom died,
are broﬁght into discussion. That hepatic
coma may be due to retention of bile acids
and bile salts is ruled out by the fact
that the degree of jaundice does not de-
_termine the onset of comas. Hyperglyce-
mia, hypoglycemia and glycoéuria are oc-
casionally met with. In the author’s series
two patients had glycosuria, but blood
sugar level was normal. Azotemia and

aminoacidemia are also mentioned. Blood

nitrogen was normal in four cases, fairly
high in one and very high in four cases.

In the last group, examination of urine

o 7.

showed fine granular casts in one 'case,
bile in another and albuamin-in aM four.
It has been mentioned in the literature:
that the kidney lesions inight be due to-
the blocking of renal tubules with bile
pigments, resultin-g in tubular degenera-
tion. Other possible causes are high serum.
calcium, lack of vitamin B, pre-renal de-
viation of fluid and disturbance of elec-
trolyte balance, acidosis, _cerebral edema,
intracraniaIhemomjhage, cerebral anoxe-
mia and hypoxia. In conclusion the author
states that just as in the case of uremia,
the cause ofv hepatic coma is still un-
known. More - detailed investigations are
needed.

(13 references)
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(Abstract of the preceding Report)

ACQUIRED OESOPHAGO-BRONCHIAL FISTULA

A Case Report

Banyat Prijyanonda
M.B.,F.C.C.P.

Vikit “Viranuvatti

M.B.,M.P.H.T.M. (Tulane)

(Dept. of Internal Medicine) ‘

A Thai (Siamese) farmer, 23 years
old, was admitted on November 10th
1952 for the treatment of progressive
difficulty in swallowing, which had been
noticed for about four months. Even fluid
foods were regurgitated. Associated sym-
ptoms were chest pain; coughing with
scanty sputum, sometimes blood-tinged;
growth of a mnodular mass, beginning
about
the front part of the neck, reaching the
size of a hen’s egg in two months, and
progressive loss of weight. Four days be-
fore admission the patient developed high
fever, with severe cough and difficulty in
breathing. His past and familialhistories
contained nothing of import. On admission
the body temperature was 37.9°C., pulse
rate 120 per minute, respiration 24 per
minute. The enlarged lymph nodes in the
right supraclavicular space were movable
‘and slightly tender. Heart and lungs were
normal. Blood findings were: hemoglobin
60 per cent, erythrocyte count 4.12 mil-
lions, léucocyte count 10150, polymorphs
59 per cent, lymphocytes 37 per cent,
eosinophil 3 per cent, basophil 1 per cent.
Kahn reaction was negative. Biopsy re-
* vealed tuberculous nature of the glands.
Roentgenological examination disclosed

one month later, at the base of -

the presence of an oesophago-bronchial

fistula in the middle third of the .oeso-
phagus, joining it to the right-.main bron-
chus and to the adjoining part of the me-
diastinum. The right paratracheal glands
were enlarged. There was no pulmoné.ry
infiltration, and the heart was normal.
Malignancy of the oeéophagus with oeso-
phago-bronchial fistula was suspected b;y_
the roentgenologist. Bronchoscopy and
oesophagoscopy confirmed the presence
of the fistula; tissue removed from a fur-
uncle-like mass in the oesophageal wall
was inflammatory. While in the EENT
ward the patient developed right pleari-
tis with consolidation of the right upper
lung lobe. He vlas transferred to the Sur-
gical Departmefit for gastrostémy; treat-
ment with dih -drostreptomycin was be-
gun. Three we :ks later broncho—oesopha-
goscopy found the orifice of the fistula
shrunken, clean and without discharge.
The patient was transferred back to the
medical ward; isoniazid was given in
addition. One' week later empyema deve-
loped; aspiration with injection of dihy-
drostreptomyzin brought it to a close,
Thereafter the patient’s conditionvemprov-
ed steadily. He was discharged after four

months’ hospitalization, having received
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.50'gm. of dihydrostreptomyecin, 11.450 gm.
of isoniazid, recovered the ability to swal-
low, and gained 11 Kg. in body weight.
The fistula was completely healed. The
gastrostomy was \abolished before dis-

charge. The patient reported himself heal-

o

-
GRMEERAL I

thy at the last follow-up, six months later.
The fistula was believed to be tubercu-
lous in origin, resulting probably from
necrosis of some mediastinal glands.
(Six references. Four figures.)
(T.K.)
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