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Introduction: Complex regional pain syndrome (CRPS) is an under diagonised, chronic pain condition commonly

Trunk described occurring in the extremities. Its occurrence in the trunk is rarely reported and is thought by some to be
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non existent.

Case presentation: We report an unusual case of trunkul CRPS post appendectomy which presented with debili-
tating pain and review relevant literature.
Discussion and conclusion: We recommend that subsequent descriptions and diagnostic criteria should include the

trunk as a site of occurrence of CRPS and not just the extremities. This will help reduce under diagnosis of this

important condition.

1. Introduction

Complex regional pain syndrome is a rare chronic pain syndrome
characterised by pain disproportionate to the triggering factor and may
present much later than the trigger [1]. It is usually accompanied by
autonomic and motor symptoms. CRPS is divided into two distinct sub
types by the absence (CRPS type 1) or presence (CRPS type 2) of a known
injury to a major nerve (or branch thereof). It is characterised by the
presence of autonomic dysfunction, persistent regional inflammatory
changes without following any dermatomal distribution. CRPS usually
presents with hyperalgesia, allodynia, skin changes, temperature alter-
ations and oedema. Females with upper extremity injuries are more
predisposed [2,3].

True incidence of CRPS is unknown but data suggests that it may be
under reported [4]. It typically affects extremities [5]. In fact its
occurrence on the trunk is so rare that most authors refer to CRPS as
originating only from the extremities [1,6,7]. And others openly doubt
its occurrence in trunk and face despite case reports [8]. This can be
misleading and lead to under diagnosis. Occurrence of CRPS following
appendicitis is even rarer [9]. Here we report an unusual case of truncal
CRPS following appendectomy we managed at our academic institute.
The report is in accordance to the SCARE guidelines 2020 [10]. We

review relevant literature to show why it can also occur in the trunk.
2. Case history

A 26-year-old female of African descent, previously well, presented
to outpatients' department with hyperalgesia of a McBurney's point
appendectomy scar 3 weeks after a seemingly uncomplicated appen-
dectomy. The initial symptoms that had led to a diagnosis of appendi-
citis had completely resolved, what remained was disproportionate
wound pain despite there being no signs of wound infection or inflam-
mation. During periods of partial pain relief, the pain was localised to a
trigger point on an area where a tiny lump could be felt underneath the
skin along the healed appendectomy scar (Fig. 1). The point was hy-
persensitive with dysgeusia, allodynia and hyperalgesia. Merely
touching it would trigger nausea, sometimes vomiting, and severe pain.

The pain would not respond to oral standard pain killers, including
opiates. However, the pain responded to trigger point injections with
methylprednisolone and lignocaine, giving a relief lasting 2-3 weeks.
This led to an entertainment of the diagnosis of a neuroma. Given the
need for frequent injections, a surgical exploration of the wound for a
neuroma was done by a senior surgeon. This did not yield any results.
The pain gradually evolved. The severity of 100/100 on the visual
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Fig. 1. McBurney's point appendicectomy scar.

analogues score ensued. It was associated with allodynia, hypersensi-
tivities, sweating, skin colour changes on the affected side of the body
(anterior abdominal wall going down the right thigh) (Fig. 2), nail
colour changes to a brownish discolouration were also noted on all limbs
(Fig. 3). The nail brownish discolouration would worsen with the
worsening pain. The abdominal wall on the affected side was warmer to
touch compared to the normal side.

Extensive evaluations including abdominopelvic magnetic resonance
imaging (MRI) scans, computed tomography (CT) scans and extensive
bloodwork including a full endocrine work-up, screen for auto-immune
conditions and full blood count did not yield any possible explanation to
the pain or the other symptoms. The evaluation included psychological,
psychiatric and neurological assessments. A diagnosis of complex
regional pain syndrome (CRPS) was made according to the international
association of the study (IASP) of pain criteria. The pain had become
debilitating and she became bedridden and would not be able to go
about her daily routine. This was despite analgesia, physical therapy and
psychotherapy. She was then commenced on pregabalin 75 mg thrice
daily and gradually titrated to 150 mg three times a day to get adequate
relief. The pain subsided to about a 20/100 on the visual analogue scale
and she became functional, albeit with limits due to pain. A year down
the line she continues to have episodes of worsening pain on and off,
which improves on above treatment.

3. Discussion

CRPS remains a very difficult condition to treat despite medical

Fig. 2. Skin discolouration.

Fig. 3. Brittle nails with brownish discolouration.

advancement [11,12]. The diagnosis of CRPS is purely on clinical
grounds as there are no specific diagnostic tests to confirm it [13]. Our
patient demonstrated all the signs and symptoms in all categories of the
Orlando diagnostic criteria for CRPS, the Budapest diagnostic criteria of
IASP for CRPS and the Japanese CRPS 1 diagnostic criteria for clinical
purposes [3,7,8]. Orlando diagnostic criteria comprises of the following:
1.The presence of an initiating noxious event, or a cause of immobili-
zation (not absolutely necessary for diagnosis. Absent in 5-10%) 2.
Continuing pain allodynia, or hyperalgesia in which the pain is dispro-
portionate to any known inciting event. 3. Evidence of sometime of
oedema, changes in skin blood flow, or abnormal sudomotor activity in
the region of the pain 4. This diagnosis is excluded by the existence of
other conditions that would otherwise account for the degree of pain or
dysfunction.

The Budapest diagnostic criteria were designed to be an improve-
ment to the Orlando one, by incorporating objective findings. It com-
prises of the following: pain processing (allodynia, hyperalgesia),
vasomotor dysfunction (skin colour and/or temperature changes,
oedema or sudomotor dysfunction and motor/trophic signs and symp-
toms [14]. The Japanese CRPS 1 diagnostic criteria is almost identical to
the above mentioned [3]. For the diagnosis one does not need to have
every symptom in all the categories but our patient had, hence the
diagnosis was without doubt regardless of it being truncal.

Even though development of truncal CRPS is extremely rare it is not
impossible as there are a few documented cases [9,15]. Our case is a
testimony to that. There has been a documented case of a patient who
developed CRPS, weeks after laparoscopic surgery for appendicitis [9].
This is similar to our patient. However, our patient developed CRPS after
an open appendectomy. Chronic abdominal wall pain is not uncommon
following surgery and can occur in up to 30%, and may sometimes
evolve into CRPS [9,15] as in our patient.

It is noted that up to 80% of CRPS patients may be severely disabled.
The difficulty in finding a rational and effective treatment regimen lies
in the lack of a clear understanding of the foundational pathophysio-
logical processes causing this aptly named complex condition [16].

Understanding of CRPS has increased over the decade. Recently both
CRPS-1 and-2 have been postulated and proven to be due to a nerve
injury [17]. After nerve injury, CRPS development is multifactorial. The
common factors being neurogenic inflammation, autonomic dysfunction
and changes in central nervous system neuroplasticity. CRPS affects
both peripheral and central nervous system thus it can occur not just in
limbs but also in the trunk. The pain observed in the patients is reported
to be due to local afferent fibres releasing histamine and bradykinin,
which causes development of allodynia, hyperalgesia and central
sensitization. Decreased catecholamine flow causes vasodilation and
endothelial injury tends to cause increased nitric oxide which then cause



L. Jokonya et al.
circulatory impairment. Peripheral sensitization increases inflammatory
cytokines. There is acute tissue damage mediated by IL1, IL6, TNF-
alpha, CD4, macrophages, neutrophils and neurogenic mediated pro-
inflammatory cytokines and neuropeptides which are released directly
by nociceptors [2,14-18]. This pathophysiology is not limited to
extremities.
4. Conclusion

There is nothing in the pathophysiology of CRPS that precludes it
from occurring in the trunk. We therefore suggest to the scientific
community that description of CRPS and any further diagnostic criteria
should not be limited to extremities only, as this can further lead to
under diagnosis of an already under diagnosed condition.
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