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Thirty five year old man with Quadriparesis
CASE 2—1994
PRESENTATION OF CASE

A 35—year—old man died of cardiovascular
fallure after a few weeks of a neuromuscular dis-
ease with quadriparess.

The patient was admitted to the hospital be-
cause of generalized edema and lower legs weak-
ness. The patient was well until 2 years earlier,
when he first experieced generalized edema, most
severe on the face and both lower legs. These
symptoms spontaneously resolved in one month
without any specific treatment. There was no his-
tory of preceding viral infection. These symptoms
recurred in Spring last year which again resolved
spontaneously In a month. Twenty days before
admission, the same symptoms recurred, but as
this time, he developed lower legs weakness, dizzi-
ness, nausea, vomitting,a nd bitemporal headache,
Although the weakness seemed to be stationary,
the edema became worse. Therefore he visiled
emergency room of this hospital.

There was no past medical history of known
cardlac, hepatic, or renal disease. He was 10—
pack —year smoker. Review of system was nega-
tive for fever, chill, dyspnea, anorexia, diarrhea,
constipation, melena, hematochezia, polyuria, dys-
uria, frequency, or joint pain.

The temperaturewas 36.6°C, the pulse rate; 92/
min, the respiration rate ; 22/min, and the blood
pressure; 130/90mmHg. On physical examina-
tion, his face looed puffy and chronically 1ill. The

lung sound was clear. A systolic murmur of
grade 3 was audible at the apex. The abdominen
was normal. Non—pitting edema was noted on
his lower legs.

The rest of physical examination was unre-
markable.

On neurological examination, the patient was
alert and oriented. Fine bilateral gaze—evoked
nystagmus was noticed and he complained of di-
plopia during gaze holding to the either side. Mild
facial diplegia was noticed without evidence of
bulbar palsy. Muscle strength of the upper ex-
tremities was normal. Muscle strenth of the lower
extremities was graded as 4. Sensory examina-
tion revealed suspicious sensory level at T5~—der-
matome, below which minimal loss of pain and
temperture senses was noticed with sparing of sa-
cral area. Position and vibration senses were nor-
mal. The deep tendon reflexes were decreased on
the both upper extremities, and absent on the
both lower extremities. Toe sign and ankle clonus
were negetive. Bulbocarvernous reflex was posi-
tive and anal tone was normal.

The Initial Jaboratory findings of blood chemis-
try, hematology, and urine were unremarkable
except for markedly increased level of serum cre-
atine phosphokinase(CK) and lactate dehydro-
genase(LDH) ; 3530 U/L 1131 U/L,
respectively. Electrocardiogramand chest X —-ray
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were normal. The {indings of nerve conduction veloci-
ty and electromyography were suggestive of genera-
lized active myopathy and lumbosacral polyradiculo-
pathy. Sensory evoked potential study suggested pe-
ripheral cnoduction disturbances in the bilateral
PTSEP (posterior tibial sensory evoked potential)
and left MNSEP (median nerve sensory evoked po-
tential) pthways.

Staying at emergency room his blood pressure
tended to fluctuate from 120/70 to 90/50mmHg.
Sometimes the blood pressure was reported as 110/
OmmHg. But mitial echocardiography failed to reveal
any abnormal findings in the wall and valvural mo-
tion.

On the 5th hospital day, his neurologic findings ap-
peared essentially unchanged a;ld were attributed to
generalized myopathy combined with sensorimotor
peripheral neuropathy. Methylprednisone 1.0gm/day
was administered inytravenously for 3 days followed
hy prednisone 60mg/day orally.

On the 6th day, he began to complain of progres-
sive chest discomfort. The respirtaiton became rapid
and shallow. Forced vital capacity was decreasedfr-
om 3010ml (74.6% of normal control) during 5
hours. Muscle strength was also decreased ; neck
flexion was grade 4, the both upper and lower
extermities grade 3. So the patient was transferred to
the intensive care unit and endortracheal intubation
was done. And periheral pulse oxymeter was applied.

At 1 AM, the 7th day, arterial blood gas revealed
findings consistent with metabloic acidosis ; pH 7.
197, pCO, 21.2, p0O, 134.8 base excess — 17.9, HCO3
8.2, 0, Sat 98.2%, and anion gap 23. so bicarbonate
was mfused intravenously. At 3 AM, blood pressure
was 90/50mmHg, and thereafter tended to fall. Cen-
tral line was placed and dripping of normal saline fol-
lowed by controlled infusion of dopamine was begun.
Markedly decreased urine output was also noted at
this time. At 6 AM, O, saturation fell to 88% under
50% O, supply via endotracheal tube, necessitiating

mechanical ventilation, 24 hr —urine volume was de-

creased from about 1L on the 6th day to 67ml on the
7th. Serum blood urea nitrogen and creatinine began
to rise. Fractional excretion of sodium by urine was
decreased below one. In the spite of approriate treat-
ment for acute renal failure in consultation with the
Nephrologic Service, anuria persisted and central ve-
nous pressure remained elevated above 20emH;0. At
this time, auscultation of heartsound revealed 53 gal-
lop. Emergency echocardiography disclosed severe
right ventricular fallure with relatively with well pul-
monary edema. On the same evening, fever devel-
oped. Specimens of blood, urine and sputum were ob-

tained for culture and then Piperacillin and Amikacin

_ were administrated empirically.

His mentality remained remarkably alert and or-
ented. But muscle strength of four extremities fur-
ther decreased to grade 0. And the bilateral 6th and
7th cranial nerve palsy became prominent. follow —
up NCV showed diffuse peripheral sensorimotor
polyneuropathy, predominantly in axonal type.

On the 8th hospital day, metabolic acidosis was cor-
rected on ABGA, but severe hypotension persisted in
spite of administration of dopamine (20ug/kg/min)
and dobutamine (20xg/kg/min). The fever and anu-
ria persisted. The patient was transferred to the De-
partment of Internal Medicine for management of
these circulatory problems, but expired two days
after treatment. And then autopsy for this patient
was performed by the Departmen tof Pathology
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A variant of Guillain—Barre disease
(Acute inflammatory polyneuropathy)

PATHOLOGIC DISCUSSION
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FINAL PATHOLOGIC DIAGNOSIS

Right ventricular dysplasia

with

Acute infalmmatory polyradiculopathy
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