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Abstract
Polyarteritis nodosa was first described in 1866 by Zarco. Histologically, it is characterized by 

necrosis of the medium-sized arteries. 
Clinical case: A 63-year-old patient presented with myalgia, blurred vision, paresthesias and loss 

of muscle strength. On physical exam, he had hypesthesia in the left foot. Paraclinical studies ruled 
out small vessel vasculitis, and, in the end, the biopsy was compatible with polyarteritis nodosa.  

Discussion: this is a low prevalence entity with widely variable clinical manifestations. Therefore, 
the American College of Rheumatology criteria must be used for diagnosis, keeping in mind that the 
gold standard is histopathology. It is treated with immunosuppressants and the patient´s prognosis 
is determined through the assessment of four criteria. (Acta Med Colomb 2020; 45. DOI: https://
doi.org/10.36104/amc.2020.1388).
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Introduction
Polyarteritis nodosa was first described in 1866 by Zarco 

(1). Histologically, it is characterized by necrosis of the 
medium-sized arteries, affecting the arterial bifurcations, 
with a predominance of neutrophils and mononuclear cells, 
necrotizing changes and thinning of the vessel wall, which 
facilitates the formation of aneurysms. It is also character-
ized by intimal proliferation causing stenosis and occlusion 
(2,3). 

Due to its varied clinical manifestations, it is commonly 
confused with other vasculitides or other systemic diseases. 
Therefore, it is important to correctly identify the findings 
which allow the diagnosis to be confirmed, thus ruling out 
other autoimmune entities, including systemic vasculitides 
(2, 4). 

The objective of this paper is to present the clinical case 
of a patient with polyarteritis nodosa. 

Clinical case
A male 63-year-old patient consulted due to a three-

month history of generalized myalgia associated with noc-
turnal diaphoresis, weight loss of more than 4 kg, bilateral 
blurred vision, loss of scapular and pelvic muscle strength 
and paresthesias of the lower limbs, predominantly of the 
instep of the right foot. 

He reported a medical history of hypertension and chronic 
gastritis, had been a smoker for 20 years and was a social 

drinker. He was being treated with omeprazole 20 mg/day 
(on an empty stomach) and amlodipine 5 mg + valsartan 160 
mg + hydrochlorothiazide 12.5 mg every 12 hours.  

On physical exam, he had the following vital signs: heart 
rate 111 bpm, blood pressure 140/100 mmHg, respiratory 
rate 19 BPM, and SaO2 93% on 21% FiO2. He was hydrated, 
afebrile, and had symmetrical extremities without edema, 
which were painful on palpation, with hypoesthesia of the 
lateral left foot instep and right foot instep. The rest of the 
exam was strictly normal. 

In light of the clinical picture, laboratory tests were 
conducted showing leukocytosis and elevated C-reactive 
protein; with urinalysis, electrolyte panel, HIV, antiHBc, 
anti-HCV, creatine phosphokinase, aldolase, antiJo, cryo-
globulins, ANAs, ENAs, ANCA-P, and ANCA-C reported 
as normal. Thus, ANCA-negative vasculitides, such as 
granulomatosis with polyangiitis (Wegener) and eosinophilic 
granulomatisis with polyangiitis (Churg Strauss), were ruled 
out. An electrocardiogram showed anterolateral subendo-
cardial injury waves, and the echocardiogram evidenced 
mitral and aortic valve sclerosis with aortic regurgitation, 
concentric hypertrophy with diastolic dysfunction and slight 
dilation of the left atrium. 

A computerized tomography (CT) of the abdomen 
showed hepatomegaly associated with steatosis, simple cysts 
on the left kidney, diverticular disease of the colon, lumbar 
disc herniation and umbilical hernia. Electromyography 
(EMG) was also performed, with conduction velocity in the 
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four extremities suggestive of chronic bilateral L4 and L5 
radiculopathy, with no signs of active denervation or loss 
of functional motor units.  

Given the clinical characteristics, his age group and the 
results of the paraclinical exams, an ophthalmology consult 
was requested. This consult proposed left eye neuropathy, 
and polymyositis was ruled out as the cause since the Bohan 
and Peter criteria were not met (there were no skin lesions, 
there was clinical improvement with the use of steroids, there 
were normal muscle enzymes and there was no myopathic 
pattern on the EMG), suggesting small fiber neuropathy. 
Thus, additional treatment was begun with pregabalin and 
vascular and muscular biopsies were performed (Figures 1 
and 2) which confirmed the diagnosis of polyarteritis nodosa 
(PAN) with the finding of mixed inflammatory infiltrate 
(predominantly polymorphonuclear cells, lymphocytes and 
histiocytes), and meeting five of the 10 ACR criteria for 
PAN. With these results, treatment was begun with cyclo-
phosphamide (six cycles of 1 gr diluted in 250 cc of NS), oral 
prednisone 1 mg/kg/day, oral azathioprine (50 mg every 12 
hours), and folic acid (1 mg/day). A favorable progression 
was seen with this regimen, the treatment objectives were 
met, and the patient was discharged with an order to return 
once a month for the cyclophosphamide cycles.  

The patient was seen as an outpatient one month later, at 
which time he reported improved symptoms with peristent 
paresthesias in his right big toe. His follow up paraclinical 
exams had no alterations. He completed six cycles of cy-
clophosphamide and continued treatment with prednisone 
po 5 mg q12h, azathioprine 50 mg q12h, and vitamin D + 
calcium 600 mg q12h. 

Discussion
Polyarteritis nodosa is a necrotizing vasculitis of the me-

dium or small arteries which is not associated with antineu-
trophil cytoplasmic antibodies (ANCAs) (4). Its incidence 
ranges from 0.3-8 cases per million people in Colombia 
(19). The low national and international prevalence of this 

disease is associated with limited literature on the subject, 
which led to the writing of this paper.  

The symptoms are very heterogeneous since the arterial 
inflammation may affect a single organ or even, in more 
severe cases, lead to fulminant multiorgan failure, thus 
involving several systems and creating a wide constellation 
of clinical manifestations, which will depend mainly on the 
number and location of the affected arteries. The frequency 
of the clinical manifestations of polyarteritis nodosa is de-
scribed in Table 1 (5, 6). 

The diagnosis is based on the criteria established in 1990 
by the Chapel Hill Consensus and the American College of 
Rheumatology (ACR), which have only been validated in 
adults (Table 2) (7). The presence of three or more criteria 
has a sensitivity of 82.2% and a specificity of 86.6% (7-9).  

A less aggressive approach is preferred for biopsies (skin 
or muscle biopsies), since taking a sample from organs such 
as the kidney or liver poses a risk of bleeding (10).  Usu-
ally, lymphocyte, macrophage, and neutrophil infiltrates 
are found, along with a variable number of eosinophils, 
and, in active lesions, fibrinoid necrosis. In more advanced 
stages, the formation of new vessels becomes apparent. In 
advanced lesions, vascular remodeling leads to hyperpla-
sia of the tunica intima and diffuse fibrotic changes in the 
vessel wall. Severe wall injury may result in the formation 
of microaneurysms, and thrombosis my also contribute to 
vascular occlusion (11-13). 

This case’s diagnosis was suspected due to the patient’s 
clinical presentation. In addition, elevated acute phase re-
actants are constant findings and the immunological studies 
ruling out other vasculitides ultimately led us to perform the 
histopathological study considered to be the gold standard, 
which confirmed PAN (l2-14). 

The treatment guidelines for this vasculitis recommend 
the use of glucocorticoids and cyclophosphamide to induce 
remission in patients with systemic illness; low dose gluco-
corticoids and azathioprine or methotrexate for remission 
maintenance; and referral of patients to a higher level of 

Figure 2. Muscle biopsy. Stroma with thin-walled arteries, with mixed inflammatory infiltrate, 
predominantly polymorphonuclear cells, lymphocytes and histiocytes.

Figure 1. Blood vessel biopsy. Medium-sized epimysial arteries showing predominantly 
lymphoid severe perivascular inflammation and karyorrhexis, associated with hemosidero-
phages and segmental fibrinoid necrosis of the wall. Biopsia vascular. 
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ment and kidney failure (serum creatinine > 1.7 mg/dL) (18). 
Five-year mortality for patients with a score of zero was 
12%, for those with a score of one it was 26%, and when the 
FFS was equal to or greater than two, mortality was 46%. 
Seven-year survival for PAN is 79% (3). In our case, the 
patient should have a good prognosis (FFS of zero), with a 
12% probability of mortality at five years.

Conclusion
Polyarteritis nodosa is a rare systemic necrotizing 

vasculitis of small and medium arteries, which limits the 
individual’s day to day activities. Several factors must be 
considered for its diagnosis: age, associated diseases and 
the symptoms motivating the consult. To establish a reliable 
diagnosis, complementary exams must be ordered such as a 
biopsy (muscular or of the most affected areas), ANAs and 
ENAs, among others. Treatment should be personalized, 
taking into account the pertinent considerations for disease 
remission, always monitoring the inflammatory response and 
clinical progression of the patient at each timely follow up. 
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Table 1. Principal clinical manifestations of patients with polyarteritis nodosa.

Systemic symptoms %

Fever
Weight loss
Myalgias
Arthralgias

31-69
16-69
30-59
44-58

Skin involvement
Nodules
Livedo reticularis 

28-58
17
16

Neurological manifestations
Mononeuritis  multiplex
Peripheral neuropathy
CNS
Cranial nerve paralysis

40-79
39-72

74
2-28
< 2

Gastrointestinal tract involvement
Abdominal pain
Nausea / vomiting
Diarrhea
Hematochezia / melena
Hematemesis
Esophageal ulcers
Gastroduodenal ulcers
Colorectal ulcers 
Acute abdomen / peritonitis 

4 - 90
14-44
36-97

32
16
3-5
13
32
5

14-32

Urological and renal involvement 
Hypertension (recent onset)
Hematuria
Proteinuria
Hematuria
Orchitis / epididymitis

2 - 70
8-66
10-63

15
22

2-18

Ophthalmological manifestations 3-44

Heart disease 4-30

Pleuritis 5

complexity if they do not achieve remission with standard 
treatment (13-15).  

For now, the current therapeutic approach for patients with 
mild forms of primary PAN (an FFS score of zero) is steroid 
monotherapy. Typically, prednisone or prednisolone is used at 
doses of 1 mg/kg/day, with subsequent titration. When symp-
tom remission is achieved, a dose reduction is considered, and 
complete withdrawal of the medication should be avoided to 
prevent future relapses (16). In cases with systemic or multior-
gan involvement, or involvement of vital organs, methylpred-
nisolone pulses of 15 mg/kg over 60 minutes every 24 hours 
for 1-3 days may be used (17), adding cyclophosphamide at 
2 mg/kg/day orally, or pulses of 600 mg/m2 intravenously at 
2-4 week intervals (18). In regard to the presented case, it 
was treated as mentioned; initially, treatment was begun with 
cyclophosphamide cycles and glucocorticoids together with 
azathioprine. Later, once disease remission was achieved (dem-
onstrated by decreased erythrocyte sedimentation and CRP as 
the inflammatory response decreased), the patient continued 
on low dose glucocorticoids and azathioprine.   

The person’s prognosis in these cases is assessed using 
four associated factors, each of which is assigned one point: 
age >65 years, cardiac symptoms, gastrointestinal involve-

Table 2. American College of Rheumatology classification criteria for diagnosing 
polyarteritis nodosa..

Weight loss > 4 kg Not due to dieting or other factors 

Livedo reticularis
A reticular pattern on the skin of the 

extremities and trunk

Testicular pain and hypersensitivity
Not secondary to infection, trauma or 

other causes

Myalgia, weakness or leg pain

Diffuse myalgias (excluding the 

pectoral and pelvic girdles) or weakness 

or hypersensitivity

Mononeuropathy or 

polyneuropathy

Mononeuropathy, mononeuritis 

multiplex or polyneuropathy

Arterial hypertension
Diastolic arterial hypertension > 90 

mmHg

Elevated urea nitrogen or 

creatinine levels

BUN >40 mg/dL or creatinine >1.5 mg/

dL, not secondary to dehydration or 

obstruction

Hepatitis B virus
Presence of hepatitis B surface antigen 

or antibody 

Arteriographic abnormalities

Aneurysms or occlusions of the 

visceral arteries not secondary to 

atherosclerosis, fibromuscular dysplasia 

or other noninflammatory causes 

Biopsy of small or medium-

sized arteries containing 

polymorphonuclear cells 

Presence of neutrophils or mononuclear 

leucocytes in the arterial wall 
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