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Abstract

Complex Regional Pain Syndrome (CRPS) (Synonyms: Reflex Sym-
pathetic Dystrophy, Causalgia, Sudeck’s atrophy, Algodystrophy) is
a chronic neurological condition, usually involving the limbs, that is
characterized by severe pain along with sensory, autonomic, motor
and trophic involvement. CRPS type Il is when there is an identifi-
able preceding event causing nerve damage. We present 2 unusual
cases: 1. spontaneous bleeding from left leg associated with recur-
rent infections 2. a calcified mass in abdominal wall with recurrent
infections. Recurrent soft tissue infections are rare in CRPS. Both pre-
sentations were unique.

Case l

“Spontaneous bleeding from leg” This patient’s CRPS symptoms
began after multiple leg surgeries as a teenager. He presented with
excruciating leg pain, hyperalgesia and severe vasomotor disturbanc-
es resulting in multiple episodes of spontaneous bleeding from the
leg and recurrent infections (Figure 1a,b). He has received multiple
nerve blocks, pharmacotherapy and debridement of blood clots at-
tached to skin in the operating room due to extreme pain which pre-
vented from cleaning the leg without anesthesia. Episodes of bleed-
ing are usually followed by leg cellulitis for which he has received
multiple courses of antibiotics. None of the interventions has result-
ed in significant relief.

Case 2

|n

“Calcified mass in abdominal wall” The symptoms in this patient
followed a motor vehicle accident 16 years ago. He was admitted to
the hospital with a draining sinus in the anterior abdominal wall. A
Computed Tomogram (CT) of the abdomen revealed a seroma with a
calcified wall at a former embedded morphine pump site (Figure 2).
Alcohol sclerotherapy and Jackson-Pratt (JP) drain placement failed.
The patient was readmitted a week later with fever, and the fluid
from JP drain grew methicillin susceptible Staphylococcus aureus,
Enterococcus faecalis and group B Streptococcus. The patient was
penicillin allergic. Treatment with vancomycin failed. New cultures
grew Citrobacter freundii and Escherichia coli. The calcified mass was
surgically excised. He was then treated with ertapenem. The wound
eventually closed after one month.
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Introduction

Historically the earliest references to CRPS probably dates
back to Ambrose Paré, a barber and surgeon during the 16
century reign of French King Charles IX, who recognized a se-
vere and persistent pain syndrome after limb phlebotomy, or
‘Bloodletting’ [1]. The earliest cases of CRPS in North America
were likely described in 1864 by physician Silas Weir Mitchell,
who characterized a specific type of pain resulting from gun-
shot wounds during the Civil War in patients complaining of
severe burning pain associated with shinning red skin. In 1872,
he referred to this condition as ‘Causalgia’, where the pain ex-
ceeded what is expected from the inciting injury [2]. In 1900, a
Hamburg surgeon Paul Sudeck described the clinical and radio-
logical findings of a painful condition with spotty decalcification
in x-rays which later received the name Sudeck’s atrophy [3,4].
French neurosurgeon Rene Leriche believed, that the syndrome
was caused by increased activity of the sympathetic nervous
system and introduced a surgical periarterial sympathectomy in
1916 [5]. In 1946, James A. Evans, Massachusetts physician, de-
scribed patients experiencing intense suffering associated with
abnormalities of the sympathetic nervous system, and referred
to the condition as ‘reflex sympathetic dystrophy [6-8]. The con-
dition has been also described under the term Algodystrophy
[9]. The term Complex Regional Pain Syndrome has been in use
since the early nineties. CRPS is a chronic neurological condi-
tion, usually involving the limbs, that is characterized by severe
pain along with sensory, autonomic, motor and trophic involve-
ment. The condition may be induced following surgery, trauma
or without an obvious cause. The course may vary from mild
and self-limiting to severe, chronic and disabling. CRPS is classi-
fied into types | and Il based on absence or presence of identifi-
able nerve injury [10]. The epidemiology, pathophysiology and
treatment has been reviewed by Goh et al. [10]. Multiple other
recent reviews on the subject have been published [11-16].

Case 1l

A 43-year-old male was admitted with fever, left leg erythe-
ma, spontaneous bleeding from left leg (Figure 1a,b) and excru-
ciating pain. The pain was described as similar to pouring gaso-
line on the leg and lighting a match. He will not let anyone touch
the leg. He will only let debridement of clotted blood on the leg
under anesthesia. This was one of several hospital admissions
for the same complaint. The patient stated that, he had the
problem since age 17 after having multiple lower extremity or-
thopedic procedures. According to the mother, he had 13 nerve
blocks for the right knee and 10 nerve blocks for the left leg and
1 epidural block without much relief. He was opiate dependent.
He had a history of Methicillin Resistant Staphylococcus Aure-
us (MRSA) infections in the past. The admission temperature
was 102.5 Fahrenheit (F), pulse 96/minute, respiratory rate 18/
minute and blood pressure 130/59. He was obese, left leg was
erythematous with blood oozing and blood clots attached to
the leg. The patient was bed-ridden with an indwelling Foley
catheter. The White Blood Cell Count (WBC) was 18,900 (NL
4500-11,000). Cultures from the leg grew MRSA and Group B
Streptococcus. He also had a catheter related enterococcal UTI.
During this admission he had debridement of blood clots stuck
to his leg under anesthesia and intravenous vancomycin. The
fever subsided in 4 days and he was discharged after 6 days. He

has received multiple courses of antibiotics for associated cel-
lulitis in the past. With each admission, he stays in the hospital
for about 1-2 weeks.

Figure 1: (a) Spontaneous bleeding from leg.
| (b) Spontaneous bleeding from leg (close up view).
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Case 2

A 58-year-old male with the history of CRPS type 2 following
a vehicular accident 16 years ago, failed sympathectomy and
history of an intrathecal hydromorphone (dilaudid) pump for
pain relief, was admitted with a draining sinus in the anterior
left abdominal wall. A computerized tomogram revealed a calci-
fied fluid filled mass at the site (Figure 2). This was a former im-
planted morphine pump site which had been in place for 5 years
and then removed. This was treated with Alcohol sclerotherapy
and drain placement by interventional radiology. A week later,
the patient was admitted to the hospital with a temperature of
101F, WBC 11,700 and the fluid from JP drain grew methicillin
susceptible Staphylococcus aureus, Enterococcus faecalis and
group B Streptococcus. The patient was penicillin allergic and
was treated with intravenous vancomycin. He did not improve
and repeated cultures grew Citrobacter freundii and Escherichia
coli. The antibiotic was changed to ertapenem. The infected cal-
cified mass was surgically excised. The wound healed in about
1 month.
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\ Figure 2: “Calcified Mass” in anterior abdominal wall.
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Discussion

Complex regional pain syndrome is a devastating painful con-
dition, most often involving a limb associated with neuropathic
pain, autonomic dysfunction, sensory and motor abnormalities
and trophic changes [4]. Patients with persistent pain become
narcotic dependent often resulting in life long disability. Both
patients reported, were narcotic dependent for many years.
Most patients with autonomic dysfunction develop erythemain
affected limb due to vasodilatation. We have not seen reports
of actual bleeding due to bursting of blood vessels as in case 1.
Recurrent infections are uncommon, which was seen in in both
our cases.

Therapy of CRPS involves a multidisciplinary approach includ-
ing invasive and noninvasive methods. Noninvasive methods in-
clude pharmacotherapy, physical and occupational therapy and
psychological therapy. Pharmacotherapy depends on symptoms
and includes treatment of neuropathic pain, free radical scaven-
gers, steroids and agents interfering with bone metabolism. In-
vasive methods include spinal cord stimulators, opioid therapy
(implanted morphine pumps, intrathecal pumps), sympathetic
blocks and sympathectomy [10]. After failure of multiple modes
of intervention, extreme cases of intractable pain and disability
have ended in limb amputations [17-19]. More than 100 such
cases have been reported [17-19].
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